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MepBuyHble MMyHoaeduumThl (M) ABnAloTCA pacTyLlen rpynnon n3 6onee Yem 230 pasnuy-
HbIX 3ab0f1IeBaHWI, BbI3BaHHbIX HELOCTATOYHOM 3DDEKTUBHOCTBIO, OTCYTCTBMEM WX yBENNYe-
HVeM PyHKLUMOHaNbHbIX MyTaLLA B UMMYHHbIX KOMMOHEHTaX, raBHbIM 06pa3omM KneTkax v 6enkax.
Mpn cBOEBPEMEHHOM BbIABNEHUN 3T peakne 3abonesaHuA NoAdaOTCA Tepanun 1 B HeKOTO-
pbIX cnyyaax naneunmsl. HanpoTue, B oTcyTCcTBME afekBaTHoM Tepanun MMV xapakTepuayioTca
XPOHWYECKNM, TAXENbIM TEYEHNEM, YTO HEPEAKO NPUBOANT K daTanbHbIM nocneacTsuamM. Crnox-
HoCTb amarHocTukmn [ obycnoBneHa oTCyTCTBMEM AOMKHOW MHMDOPMUPOBAHHOCTI Bpadem
NN ANarHOCTUYECKUX BO3MOXHOCTEN; BedeHne naumeHToB ¢ [ ABnAeTcA KOMMIEKCHOM
3afadert. HactoAwmn 4OKYMEHT NOArOTOBAEH rpynnon CNeLmMannucToB B pasnmnyHbix obnactax
MeaMLMHbI M3 MHOTMX CTPaH MMpa C Liefblo BCECTOPOHHEro OCBELLIEHNA NMPUHLIMIOB OpraHuaa-
UMM MeamumHekon nomoly naumeHTtam ¢ M. K aTum npuHUmMnaMm oTHOCATCA: co3aaHue cre-
LMann3npoBaHHbIX LIEHTPOB, BaXXHOCTb CO3[aHnA pernctpa 60fbHbIX, HEOOXOANMOCTb NpoBeae-
HUA MEeXAyHapOOHbIX MCCNe0oBaHUI, POfib OpraHM3aLnii NaUMeHTOB, BONPOCHI TakTUKW BeAeHWA
naumeHToB, MOCTOAHHAA AOCTYMHOCTb BCEX METOLOB NIeYeHNA, BKoYaA Tepanmnio MMMYHOrnoby-
nmHamu (Ig) U TpaHCNNaHTaUMIO reMOMNoaTUYECKMX CTBOJIOBBIX KIETOK, @ TakxXe BaXHble 3amMeva-
HuA no npobneme nedexuna MV B pa3BMBatOLLMXCA CTPaHaX U BOMPOCHI BHEAPEHWA BblLLEOMNN-
CaHHbIX NPUHUMNOB B NpakTuky. [1na obecneyeHma naupeHToB ¢ M/l Bo BceM Mupe OOCTYMHOW,
afeKkBaTHOW 1 HadeXXHON MeaMLIMHCKOW NMOMOLLbIO Y MHMDPACTPYKTYPOW rocyaapCTBEHHbIMU Op-
raHn3aunAMK 1 NocTaBLLMKaMU YCNyr B cpepe 34paBOOXpPaHeHUA JOMKHbl ObITb MPUHATLI COOT-
BETCTBYIOLLME MEPbI.

KntoueBbie cnoesa: nepBuYyHble I/IMMyHOAed)I/ILlI/ITbI, I/IHd)OpMI/IpOBaHHOCTb, AWarHo3, TaKTUKa BefeHuA, ne-

YyeHue, BO BCEM MuUpe.
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BBEQIEHUWE

MOYEMY CO3JAHIE AOKYMEHTA, NOCBALLEHHOT0 NPNHLINNAM
MEQLMLWHCKOI NOMOLLM, ABNAETCA HACYLLHOIA
HEOBXO[MMOCTbIO/NPU3bIBOM K IEACTBIIO

[TM]I npencTaB/stioT co60 OOMBIIYIO U MOCTOSHHO YBEIN-
YMBAOLIYIOCA TPYIITY, BK/IIOYAKONIyI0 6otee 230 pasmMyHBIX 3a-
6oreBaHMil, BbI3BAHHBIX JleeKTaMi HEKOTOPBIX KOMIIOHEHTOB
MMMYHHOII CHCTeMbI (IJTaBHBIM 00pa3oM KIeTOK 1 6erkoB). XoTs
[TV oTHOCATCA K PeAKMUM 3a00/IeBaHVAM, OT/EIbHbIE VX BUJIbI
BCTPEYAIOTCA Yallle, YeM JpyTue. Bce BMecTe OHM IIPENCTaBIAIOT
Ba)KHYIO TPYIITy 3a60/IeBaHNUIT, KOTOPbIE IIPY OTCYTCTBUM Jlede-
HIA NPUHMMAIOT XPOHMYECKUI XapaKTep, AAATCA BCIO XKMU3HD
U XapaKTePU3YIOTCA TAKENbIM TedeHMeM C (aTaabHBIMM IIO-
cnepcreuaMM. JKusup nanyenTos ¢ I1VI]] Bo MHOTOM 3aBUCUT OT
UX COCTOAHMA. B HOpMa/MbHBIX YCTOBMAX MMMYHHAs CUCTeMa
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HOMOTaeT OPraHu3My 60POTLCA ¢ MHPEKLUAMM, BHI3SBAHHBIMM
6akTepusAMy, BUpycamy, rpubamu 1 npocreimmmu. Hamrdane
medekTa IMMYHHOI CHCTEMBI fenaeT maryerTos ¢ I1M]] 6omnee
BOCHPUMMYMBBIMK K MH(peKumAM. Kpome Toro, Hapymenue pe-
TY/LALUY MMMYHHO CHCTEMbI MOXKET BBI3BAaTbh PasBUTHE ayTO-
UMMYHHBIX Ipoueccos [1,2]. IIpy HecBOeBpeMeHHOI MIN He-
npaBuIbHOI guarHoctuke [TV xpoHusamys 60mesHu U MHBa-
NMAN3AIYS TALMeHTa JIOKATCA TSHKKUM OpeMeHeM Ha pecypchl
CHCTeMBI 3JpaBOOXpaHeHus [3,4].

VIMMyHHas cUCTeMa COCTOUT U3 ABYX KOMIIOHEHTOB, KaXX/bIil
13 KOTOPBIX, B CBOIO O4Yepe/ib, BKIIOYAET ellle /iBa: C OFHOIL CTO-
POHBI, pacTBOpuMbIe 6e1Ku, obmafarolye CrenyduIHOCTHIO 10
OTHOIIEHNIO K OIIpele/leHHbIM MMUKPOOpPraHyu3MaM (aHTUTeNa) W
JIMIIEHHbIE CrieuuIHOCTU (CUCTeMa KOMIUIEMEHTA), C IPYTOIl —
K/IETOYHBIII KOMIIOHEHT: KJIeTKI, ob/Iafjaonine cuennpmnIHOCThI0
10 OTHOIIEHNUIO TOTIKO K OJTHOMY MUKPOOPraHM3My (IMMQorm-
TBI), U HecHenuduyeckue MMMYHHBIE KICTKM, Y4acTBYIOLye
B 60pbbe co Bcemyt MHPEKIMOHHBIMY areHTamn ((aromursl, K Ko-
TOPBIM OTHOCATCSI MaKpodary 1 HeTpoQuibl).

ITepBuyHble MMYHOAE(PULIUTHI OOBIYHO KIACCUPUIMPYIOT 110
IpyNIIaM B 3aBMCUMOCTM OT TOTO, KaKasl 4aCTb MMMYHHOI CIC-
TeMBI IIopakeHa. bolee 4eM y TI0IOBMHBI ALIMEHTOB BBIABIACTCA
HEJJOCTAaTOYHOCTb 00pa30BaHMsA AHTUTETT; B 9TOM CJIydae JIeYeHIe
COCTOUT B HA3HAYEHWI 3aMECTUTE/IBHOI TePAII OTCYTCTBYIOLIN-
mu anTurenamu [5]. I[N, 06ycoBieHHbIe KIeTOYHBIMMU HeeKTa-
MU TUMQOLNTOB, XapaKTEePUIYIOTCs O0jIee TAXKEIbIM TeYeHIEM;
JTledeHye 3aK/TI09AETCS B 3aMell[eHNI TOBPEXXAEHHBIX KJIETOK CTBO-
JIOBBIMM KJIETKaMM, CHOCOOHBIMI IIPOAYLMPOBATh 3P PeKTUBHbIE
KJIETKY MMMYHHOII CHCTeMbI (TPAHCIIAHTALNSA TeMOIOITUYEeCKIX
crBonoBsix k1etok; TI'CK) [6,7], wim 3amentenyn fieeKTHOTO reHa.

Xortsa cunraercs, uro MHorue I1V]] nerko guarHoctTuposarb
Ha OCHOBAHIU JIBYX IPOCTBIX aHA/IM30B KpoBHu (8], Hepenxo ITV]T
OCTAIOTCSI HEPACIIO3HAHHBIMM 113-32 OTKa3a Bpadell pacCMOTPeTh
3TOT AMarHo3. Kpome Toro, JOCTYIIHOCTD JledeH s HEOMHAKOBA
B Pa3/IMYHBIX PETMOHAX Mupa [9] u gaxke B pasIMyYHbIX CTPaHAX
OJTHOTO KOHTMHEHTA.

C 1enbio ycTpaHeHMA 3TUX PasINyuil U obecreyeHNA paH-
Hell IMarHOCTUKM M JO/DKHON JHOCTYIHOCTY JIeYeHMs I BCeX
manmenToB ¢ IIM]] mo Bcemy Mupy HeoOXOAMMO CO3JaHIe CIie-
I[Ma/IBHBIX IIPOIPAMM I CIIY>KO 3[paBooxpaHenust. TObKO HeKo-
TOPBIM TOCYAAPCTBAM YAA/IOCh CIPABUTLCA C 9TOV 3afjadelt, ALt
OOJIBIIMHCTBA OHA BCE ellle aKTya/IbHa.

HacTosmmit OKyMeHT 6bIT TOATOTOB/IEH MY/IbTUAVCIVIIIN-
HApHOII TPYIIION CIELMATNCTOB U3 MHOTUX CTPAH; €T0 Lie/IbI0 AB-
JI5IeTCsI BCECTOPOHHEE OCBEIljeHNe NPUHIUIIOB OpPTraHM3aI[un
MeauImMHCKoi oMoy manuentam ¢ [IM]I. K auMm oTHOCATCS:
Co3fjaHMe CIIeI[Ma/IM3VPOBAHHBIX LIEHTPOB, BAXXHOCTDb (GOPMUPO-
BaHus peructpa 60mpHbIx ¢ I1V]], He06XOANMOCTD IPOBEREHNS
MEXIyHapOJHBIX MCCIIeJOBAHNUIT, POIb OpTaHU3aLUIT TAI[VIEHTOB,
HOBCEMECTHAsA HOCTYIHOCTb BCEX METOMOB JIeYeHMsI, BK/IIOYas
tepanuio Ig u TTCK.

MbI HajjeeMCs1, YTO IPUHIINIIBL, U3/I0KEHHbIE B HACTOSIIEM
JTOKYMEHTe, IIOCTyXKaT PyKOBOACTBOM K AECTBMIO I BCEX 3a-
MHTEPeCOBAHHBIX CTOPOH U JIML, OTBETCTBEHHBIX 32 MPUHSATIE
PpeLIeHnit, B TOCTYDKEHUM 001Leit [enu — obecliedeHny Beex na-
1ueHToB ¢ [TV]] zocTymHO! MeAMUIIHCKOI TOMOIIbI0, He0OXO0/u-

MOI1 /I X HOPMaJIbHOI U TTOTHOLIeHHOT k13HNU. CyIleCTBYIOT
IIPUMEPBL CO3[AHNUA U YCIEUHOTO (PYHKIIOHUPOBAHNUSA HAINO-
HAJIBHBIX U MEXAYHAPOJHBIX COO01IeCTB (ceTelt) IO [PyTuM pes-
KiM 3a0071eBaHMsIM. DTV OPraHU3aLUI IPELOCTAB/ISIOT BO3MOX-
HOCTH Il COTPYAHUYECTBA C LE/IbI0 YIyYIIeHNs MeULIMHCKOI
[IOMOIIY, HAIIPUMep, IaIeHTaM ¢ reModumeil. PYHKIMOHN-
pOBaHMe TaKMX ceTeil JaeT IOJIOKUTEIbHbIE Pe3y/IbTaThl, U XO-
Ts1 B HeKOTOPBIX PeTMOHAX Mfesl UX CO3aHMsA yXKe pealTnsyeTcs,
pasBUTHE HALEKHON NHPPACTPYKTYPDI HO-TIPEKHEMY OCTAETCSI
BaXHBIM (HaKTOPOM IIPEOHOJIEHNIS] OCHOBHBIX IPEIATCTBUI B Jie-
yeHun nauyenTos ¢ IIV]I Bo Bcem mMupe.

KPATKIIl 0530P NEPBNYHbIX IMMYHOAE®ULTOB:
PEQKINE 1 XPOHNYECKWE 3ABOJIEBAHIA

[N, - sTo pepxue 3a00neBaHNsA, KOTOPbIE OMVMCAHBI OTHOCUTE/Ib-
HO HefjaBHO. [T0CKO/IbKY OCHOBHOJ IIPUYMHOI CMEPTHOCTH BIUIOTH
1o mepBoit momoByHbI XIX Beka sABIANMNCh MHPEKINH, O CYILIeCT-
BOBAHUM 3TUX 3a00/IEBaHNIT HUKTO He fjorajsiBascs. C ymydiie-
HJeM CaHUTAPHO-IUTMEHNYECKIX YCIOBMIL, @ TAKXKe PasBUTIIEM
BAKIMHALMM ¥ AHTHOAKTEPUAIbHOI TePariyl Bpauy CTA/IM OCO3Ha-
BaTb, YTO He BCE MALVEHTHI C MHPEKIMOHHBIMY 3a00/I€BAaHNAMY
YMUPAIOT, a yBe/IMYeHe IPOO/DKUTENIBHOCTI KI3HM CIIOCOOCTBO-
BAJIO BBIAB/IEHNIO GOIbHBIX C PELVIAUBUPYIOMINMYU MHEKIMSIMIL.

Bo Bropoit monosuHe XX BeKa MMOsIBIEHNE HEOOBIYHBIX (OI-
HOPTYHMUCTUYECKNX) MHQEKLUIT IPUBEIO K MOHMMAHNIO Ha/u-
45 VHAMBU/YAIbHOM BOCIPUMMYNBOCTY K nHpexumsam. boree
TOTO, IOBBIIIEHHAs] BOCIPUNMYMBOCTD NHOIZA HAOIIOAAIach ¥ He-
KOTODBIX YIEHOB OJHOJ CeMbMU PV OTCYTCTBUY €€ Y APYIUX.
Takum 06pa3oM, 6BUIO YCTAHOB/IEHO, YTO B HEKOTOPBIX CTYYasx
BOCIIPMIMYVBOCTD HOCHJIA HACTIEICTBEHHBII XapaKTep, 9T0, B CBOIO
ouepefb, 06ycmoBmo nonnManue mpruponst IN]I kak kinHnyec-
KOTO TpOosiBieHs eeKTOB UMMYHHBIX MeXaHu3MoB. OfHaKoO
3¢ deKTUBHOE IPUMEHEHNE AHTUOMOTUKOTEPAIINI MOXKET 3aTPY/-
HUTb pacriodHanue IIV]I, Tak Kak Ipy yCIIELHOM U3/IeYeHN I MH-
(ek1yy ganexko He BCe Bpadyll CTAHYT HOJ03PeBaTh HAIMYME VM-
MyHozepuIuTa. B CBSI3M € 3TMM [0 YCTAHOBIEHWS AMArHosa
[TM]l MHOIMe HALMeHTbI MePEeHOCAT GOJIbIIoe KOMMIECTBO MH-
Gexumit ¢ pasBUTHEM XPOHNYECKIX TTOCTIENCTBII (OPOHXOIKTA3BI,
cuHzpoM Manbabcopbuum u T.41.). Ilockomeky ITN]] xapakrepu-
3YIOTCSI XpOHMYECKUM TedeHyeM, 6O/IbHBIM C TAKMM AMarHO30M
Tpebyercs crienyddeckas, MOKM3HEHHAsT TepaIlvisL.

HEOBXOMMOCTb NOBbILWEHNA NHOOPMNPOBAHHOCTI:
POJIb SANHTEPECOBAHHbIX CTOPOH

KiroueBbIM (paKTOPOM CBOEBPEMEHHOI AMATHOCTUKY, JIe9CHIs
n Y]IY‘{H_IeHI/IH KayeCTBa >XM3HU ITAaLIVIEHTOB C HMH ABIAETCA I10-
BbIIIeHMe MHPOPMUPOBAHHOCTH. Lle/eBble TPYIIIBI BKIIOYAIOT
Hace/leHNe, MAlMeHTOB U CIELMaNINCTOB cepsl 34paBOOXpaHe-
HMS, 0COOEHHO Bpaven oben TNPAKTUKN U CIELMAINCTOB, K KO-
TOPBIM MOTYT OBITb HallpaByIeHbl manueHTs! ¢ IIV]T (cM. pasgen
«JIMarHocTyKa MepBUYHbIX MMMYHOACDUIUTOB U OCIOKHEHNA,
Tpebyrolye BHUMAHMSA CIIELUAINCTOB U3 IPYTUX oOmacTeil Me-
IMLVHBD). B TO BpeMst Kak B OT/{e/IbHBIX PETMOHAX MUPa OCBELOM-
JIeHHOCTb oTHOCKTeNbHO I1VI]] pe3ko Bo3pocia, y HOAaB/IAI0IIero
6OJBIIHCTBA TTALIEHTOB 3T 3a00/I€BaHNA OCTAIOTCS He IUarHoC-
TUPOBAHHBIMI, U GOJIbHBIE He MOMYYaloT aleKBaTHOI TepaImi.
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Tabnuua 1 | Kputepum 6bicTpoit u HagexHon anarHocTuku M

1. PaHHee BblABNEHNE KNMHMYECKON MaHubecTaumm, No3BonaioLLen
3anofo3putb MU fo Havana TAXENbIX OCNOXHEHNI, OKa3blBatOLLMX
oTpULLATENBHOE BNNAHNE HA COCTOAHME 3[0POBbA NauneHTa.

2. lLinpokaa oceegomMneHHoCTb Meavkos no nosogy MU n nHdopmaumoH-

Hbl€ KaMmnaHUn ANnAa noebllLEeHNA OCBEAOMTIEHHOCTW NaLMEeHTOB.

3. KoHceHcyc no nosogy 6a3mncHbIX CKPYHUHIOBBIX TECTOB, AOCTYMHbIX
BCEM Bpayam 0bLLe NpakTVKK 1 Bpavyam cTaumoHapoB (06wmin n and-
bepeHLmManbHbIi aHanna KpoBsu, KOMYECTBEHHOE onpeaeneHne
YPOBHA |g CbIBOPOTKM).

4. BO3MOXHOCTb HEeMeANEHHOro JoCTyna K cneunanucTy B obnactu M
ONA NOATBEPXAEHUA AMarHo3a 1 GbICTPOro HasHauYeHna neveHua.

5. CTaHOapTM3aumaA NpoTOKOIOB UMMYHOSIOMMYECKON AMarHOCTUKM
(MMMyHObEeHoTUNMpoBaHue, aHanua 6enkoB, MyHKLMOHANbHbIE TECTbI
in vivo v in vitro) n BanuaauMoHHaA oueHKa KIMHUYeckux 1 nabopaTop-
HbIX BUOMAaPKEPOB A/1A NPOrHO3NPOBAHNA OCNIOXHEHWIA.

6. J1oCTyNHOCTb reHETNYECKOrO KOHCYILTUPOBAHMA AS1A CEMEN NaLUMeHTOB
rnocne yCTaHOBNEHWA AarHosa.

IoBeiirenre NHGOPMUPOBAHHOCTHY — HAMBAXKHeNIINIT (ak-
TOP, 00eCIednBaNINIT MAKCHMATbHO BO3MOXHYIO PeaTn3alinio
NPUHINIIOB OKa3aHMA IOMOIIY, M3/I0KEHHBIX B HACTOAIIEN
cratbe. MeTopuKa mpoBefeHnss MHGOPMAIMOHHBIX KaMIIaHMIT
MOJKET OT/IMYATbCsA OT TOCYAApCTBa K rocyfapcTBy. Bo MHOrMX
PasBUBAILINXCS CTPAaHaX HEOOXOMMO HOBBIIIATH OCBEOMJIEH-
HOCTb CIEMaIICTOB; MOJIUTNYECKIe 1 HUHAHCOBBIE PAKTOPBI
UTPAIOT K/IIOYEBYI0 PO/Ib B 0OpasoBaTeNbHON [esTelbHOCTH,
HaIpaBJIEHHOI Ha Bpayell M CpeqHUI MEIVIIMHCKAI MEePCOHA,
U KpaiiHe Ba>KHOM /I/If IIePBbIX IIATr0B C LI€/IbI0 YIyYIIEeHUs CU-
tyauun [10].

He meHee BaXHBIM ITPeCTAB/IAETCS TIOBbILIEHVE MHPOPMU-
poBaHHOCTK ob1iecTBa. B 2010 . ¢ BcemmpHoit Hefenn mepBud-
HbIX uMmyHopedunnutoB (World Primary Immunodeficiencies
Week) craproBaia Me)XayHapogHasi KaMIIAHMSA C Le/IbI0 PacIn-
pennst sHaumit o [IM]I. Opranusarym manueHToB paboTaoT 6e3
yCTau, MPOBOfAsA MOJOOHBIE KaMIIAHUU 110 MHGOPMUPOBAHUIO
1 06y4eHIIO HACe/IeHNs, JILI, OIIPee/IIOUX TOMUTUKY B 06/1ac-
TU 3[paBOOXPAHEHNA ¥ OTBETCTBEHHBIX 33 IPUHATYE PelLleHn]],
a TaloKe IIKOJIBbI ¥ CeMbM JIJIA YIy4lleHNs YPOBHA JMarHOCTUKM
[IN]] n onTyMuM3auyy FOCTYIHOCTY MEIMIMHCKONM IIOMOIIN.

BAMHOCTb PAHHE ANATHOCTIKI 1 JOCTYNHOCTN
CMELNANN3NPOBAHHOI MEANLMHCKOI MOMOLLN

Bo MHOTMX cTpaHaX JOCTYIHOCTb MEAMIIVHCKOI IIOMOLIN IIpef-
CTaB/IAeT OrpOMHYI0 Ipobnemy. [Jnarnoctuka ITN]] yacro 3amas-
ABIBAET, YTO NPUBOJUT K PA3BUTUIO Oc/oXHeHmIL. HasHauenne
aJleKBaTHOI Tepalyy 3aTPYAHEHO MU HOIPOCTY HEBO3MOXXHO
B ME€HE€ Pa3BUTBIX PETMIOHAX. Panuss OVMArHOCTMKA U CIIenraIm-
3MPOBAHHAA MEJMIVHCKASA IIOMOLIb ABJIAIOTCA 3a/I0TOM HOCTH-

Ta6nuua 2 | NpuHUMNBbI (PYHKUMOHMPOBAHNA PErMOHaNbHOro creum-
anu3MpoBaHHOIO LIEHTPa OKa3aHWA MOMOLLM AETAM U B3POCIIbIM
nauvenTtam ¢ NMNAQ

« COOTBETCTBME MUHUMaNbHLIM CTaHAAPTaM ANA NPOBEAEHNA AnarHOCT-
Kn 1 nedenna M.

« ObecneveHve AnarHoCTUYECKNX 1 nedebHbIX MeponpuATHIA B Npeaenax
[OMIXHOM 06M1acTu oxearta v AOCTYNHOCTMW AA STOW rPynmbl NaLMeHTos.

o octynHocTe TITCK onA geTen BHyTPU CTpaHbl U 3a pyGekom.

« [IpnBneyeHne naumeHToB 1 3PheKTUBHbIN PErYNAPHbLIA MOHUTOPUHT
MX COCTOAHWA ANA YAYHLEeHUA npoLecca neyeHun.

» ObecneyeHvie 3hHEKTUBHON KOMMNAEKCHON MOMOLLM Ha YPOBHE NepBuY-
HOrO N BTOPUYHOrO 3BEHA, B OCODEHHOCTU C NMPUBAIEYEHMEM Crieumanmc-
TOB APYruX oTAeNeHun cTaumoHapa (tabnuua 3).

» O6yyeHe 1 NoBbILLEHNE KBaNUdMKaLMM NepcoHana AA yCTOMYMBOro
pa3BUTUA.

« YyacTve B CO34aHUM HALMOHABHOMO 1 MEX/yHAapOAHOro PerncTpos
naumneHToB ¢ M/ (cm. «HaunmoHanbHble perucTpbi»).

« YyacTtue B nuccnegosaHunax B oonactu M.
« YyacTve B opraHv3aummn MecTHOro/HaLmMoHanbHoro coobLiecTea (cetn).

o PervioHanbHbI LLEHTP OTBEYaeT 3a KnHuYeckre 1 obcepBaLoHHble
ncenepoBaHna y naunenTos ¢ MAL.

JKEHMs HaWIy4IIMX Pe3y/IbTaToB JIedeHNsl He TONbKO [/ MalieH-
Ta, HO U JIJIsI BCETO OOIEeCTBA B I[€JIOM.

PaHH:A [UATHOCTMKA CIIOCOOCTBYET COKPALIEHNIO BpeMeH!
[0 yCTaHOBJIEHNA IMATHO3A, a IIPOMeIJIeH} e B 3TOM OTHOILIEHNN
OTpUIIATeNbHO BAMAET Ha 4IEHOB CEMbM MalleHTa, IMPUHOCUT
BpeJ], eMy CaMOMY U MCTOILAeT Pecypchl CUCTEMBI 3[IpaBOOXpa-
Henus [11]. IToka guarHos He MOATBEPXK/IEH, MALEHTOB, CTpa-
JAIOIUX OT PELUVBOB MHQEKIUN, ayTOMMMYHHBIX MU BOC-
IaINTeNbHBIX 3a0o0neBanmii, oOycnosneHusix I1M]], 3agacryro
HAIPAB/ISIIOT K PA3/IMYHBIM CIIELVaIICTaM 0e3 HasHAYeHNs JOTDK-
HOTO JleYeHNs 1 HabmoneHys. KoHeYHbIM pesymbTaToM CTaHO-
BUTCSA YXy/UIEHNE COCTOSHNUS GOIbHBIX, HEOOOCHOBAHHOE VCIIONb-
30BaHMe PeCypCoB 3paBOOXPAHEHIs 1 YYBCTBO O@CIIOMOLIHOCTI
y BCeX y4acTHMKOB Iporjecca. [laHHble MHPOPMALIOHHOI 6a3bl,
BKIrOYanoeit 6omee 1000 manneHToB ¢ Hogo3peHueM Ha ITV]T
13 A3uM, IIOKa3bIBAIOT, YTO CEMbM YACTO TEPAIOT OJHOTO IN
6onee fereit ot Hepmarnoctuposanuoro [N, npexxze yem ode-
penHoMy pebeHKy OyneT moctasneH auarnos (ITamena JIu, nmuy-
Hoe obienne). TouHas JUarHOCTUKa MOXKET CIIOCOOCTBOBATh He
TOIBKO CBOEBPEMEHHOMY TIO/Ty4EeHNIO CIIeLManN31POBaHHOI 110-
MOILY, HO TaK)Ke INPOBEJEHNIO TeHeTUYECKOT0 KOHCYIbTUPOBAHNA/
IIpeHaTa/IbHOI JUATHOCTVKY B OTHOLICHNY OYAYIINUX JleTell.

K coxxaneHuio, B MeHee pasBUTHIX PEIMOHAX JlaKe B CIIydae
ycraHoBneHMsA amarHosa IIVI]I cnenmannsupoBaHHas IOMOIIb
TaKVM TAlJeHTaM 4acTO HeJoCTyIHa. Jlaxe B cTpaHax c ObI-
CTpOpacTyleli 3KOHOMMUKONM OTCYTCTBYIOT TOCYHapCTBEHHbIE
IIporpaMmsl (GMHAHCHUPOBAHNS IOXKU3HEHHOI 3aMeCTUTENbHOI!
teparmu Ig win TTCK, xoTs1 06a MeTona nedeHus s(pdexTuBHLI
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u xu3HeHHO HeobxonuMbl. TTCK - enyMHCTBEHHBIN BapUaHT Te-
panuy, IO3BOAILINI U3/IEUYNTD NALMEHTOB ¢ TsoKenbiMu TN,
Taxum 06pasoM, HeOOXOAMMOCTD PaHHEl AMATHOCTUKM U CIIeliyia-
JM3MPOBAHHOJ IIOMOLIM, TI03BOJIAIONIEN ITOMTYYUTD a/leKBaTHOE
JledeHNe, MpefcTaB/sieT co60lt (MHAHCOBYIO, a HA MEPBBIX Ta-
IaX — 1 TEXHNYECKYI0 pobreMy [/Is1 MHOIMX cTpaH. [l npeoyo-
JIEHMA 9TUX CTIOKHOCTel! 1 06ecriedeHns He0OXOTUMOTO NedeHN,
ocobenHo B cnyyae TT'CK, TpeGyercs Ha/maguTh KAK MUHUMYM Bpe-
MeHHOe MeXXYHapOJHOe COTPYAHIYECTBO. BOT moyemy rocysapcr-
BEHHbIE CTPYKTYPBI JO/DKHBI OCO3HABATh BaXKHOCTb CO3JAHILA
CIPaBOYHBIX LIEHTPOB 11 pabOTaTh B COTPYFHIUYECTBE C HYMIML.

MPNHLNM 1. PONb CNELWNANN3NPOBAHHBIX LLEHTPOB

NWATHOCTNYECKNE BO3MOMHHOCTN

Hunarnocrtuka
Henb3sa ne yunurbiarh, 4o nmouru B 70 % cinydaes IIV]I He guar-
HOCTMPYIOTCA JJaXKe B TeX CTPaHax, I7ie IpOBefieH1e COOTBETCTBYIO-
el AMAaTHOCTVKY BO3MOXKHO [12]. CBoeBpeMeHHas! {UarHOCTIKa
ITM]] npMBOANT K ONTUMM3ALUN VICIIONIb30BAHNUA pecypcoB [13]
U CHVDKEHMIO OOIIMX 3aTpaT CUCTEMBI 3ApaBOOXpaHeHus [14].
Kpurepun 6s1cTpoit u gocrosepHoit guarsoctuku [T npex-
cTaByIeHsl B Tabmuie 1. [IpuMeHsieMble B COOTBETCTBUM C KIMHU-
YECKOJI KapTUHOM MHOTOCTYIIEHYAThIE AMATHOCTUYECKIE IIPOTO-
KOJIBI, pa3pabOTaHHBIE B COOTBETCTBIUM C K/IVHITIECKOI KapTIHOIL,
CIIOCOOCTBYIOT ONTUMM3AIINY CKOPOCTU AMATHOCTUKY U HasHade-
Hust Tepanun [2,15].

CKpUHUHI HOBOPOX/E€HHbIX
Tsoxernble kom6uHMpoOBaHHble nMMyHOReduuuTh! (TKN]) mpex-
CTaBJIAIOT COO0II PEKYI0 TPYIITY 3a00/IeBaHMIT 1 XapaKTePU3YIOT-
cs1 HapyureHneM obpasoBanus T-mmmdonnToB wim nx GyHKIUN
[16]. Begymmm xnuundeckum nposasnerveM TKI] aBmaercs
OfiHa VI HECKOJIbKO FeHepalN30BaHHBIX MH(EKIUII B TedeHue
[IepBOrO TOfia XKM3HU, YTO 00ycIoBIMBaeT (aTaibHble IOCIEN-
ctBust 3ab6oeBanyst. OXHAKO HEKOTOPBIE BUJIbI JIEYEHUS, TaKue
KaK TPaHCIUIAHTALVA CTBOJIOBBIX KJIETOK OT 3IOPOBOTO JJOHOpa
KOCTHOTO MO3Ta WIM T€HHas Tepaliis, CIOCOOCTBYIOT KOPpeK-
vy fedeKkTa VMMYHHOU CUCTEMBI, ABJIAIONIETOCA HMPUYNHON
3aboeBaHMA. B 6ONBUIMHCTBE CTy4aeB HA MOMEHT IIOCTAaHOBKY
AMArHosa JeTy CTPAflaloT OT TsDKEIbIX MHQEeKLMit; Ipu OTCyT-
CTBMM OTBETA HA CTAHJAPTHYIO T€PAINMIO TaKMe IALMEHThl YMU-
PaloT [0 Hava/a MMMYHO3aMeCTUTeNbHON Tepanuy. KioueBbIM
¢dakTopom yrayumenus nporHoza TKUJL sBsiercss paHHsA [u-
arHOCTMKA ¥ JIeYEeHME C IIe/IbI0 IMPefyNPeXXIeH N TSKe/NbIX MH-
¢dexumit [17,18]. 3HaunrenbHo yryummmch pesynprarel TTCK
(y meTeit, KOTOPBIM IMAaTHO3 ObIT IOCTABJICH IPY POX/ECHNH, HA
ocHoBaHuy cemeiinoro anamHesa TKVI]I, o61ast BBDKMBaeMOCTh
cocrasseT 90 % 10 cpaBHeHuIo ¢ 40 % B cinydae 60see IO3AHEI
AMArHOCTUKM Ha OCHOBAHMM Pa3BUTHUS TSKE/bIX MH(EKLMil 11n
ocnokHeHutt) [7]. HeonaTanbHasA IuMarHOCTVMKA IIO3BONAET 3a-
LIUTUTD HOBOPOX/IEHHBIX OT MH(EKIWIT ¥ HAIpPaBUTh UX HA
TPAHCIIAHTALMIO CTBOJIOBBIX KJIETOK PAHBIIE U B MEHEE TsKe-
JIOM COCTOSIHMM, UTO Y/Iy4IIaeT IIaHChl HA BbDKMBAHMUE.
CKpMHVHT HOBOPOKeHHBIX 1o noBoxy TKV]I n gpyrux co-
CTOAHUIA, CONPOBOXIAKMINXCA HU3KUM YnCIOM T-KIeToK, B Ha-
Crosiliiee BpeMsi MOXKeT ObITb BBIIIOTIHEH ITOCPECTBOM OIpefierie-

HUS MapKepoB HopManbHOro passutust T-kinerok B JHK, Boize-
JIEHHOJI 13 BBICYIIIEHHBIX Kallelb KPOBM, [IOTIy4eHHbIX y pebeHKa
C TIOMOIIIBI0 IPOCTOTO ISITOYHOTO TeCTa B IIepBble JHM XKusHu [19].
CorracHO pesynbraTaM HeJAaBHO paspabOTaHHBIX MPOrpaMM
CKPUHUHT HOBOPOXXEHHBIX CIIOCOOCTBYET CYILECTBEHHOMY Y/Iy4-
IIIEHNIO [IPOTHO3a y feTell mepBbix et >kmsHu ¢ TKUJ [20-22]
" JJOJDKEH OBITH BHEPEH IIOBCEMECTHO, HE B IIOC/IENHION Ode-
Penb 13-3a 9KOHOMUYECKOIT 3¢ (HeKTUBHOCTH.

CMEUNANN3NPOBAHHDIE LLEHTPbI N CETW AJ1A OBECNEYEHNA
MEQNLIHCKOM noMOLLi

[Manentsr ¢ ITNJ] o/KHBI HAOMIORATBCS B PETMOHAIBHBIX CIIe-
LMaIU3VPOBAHHBIX LeHTpax (Tabimua 2), Haam4dme KOTOPBIX
00yC/IOB/IMBAaET PaBHOLIEHHYIO reorpa4ecKyio JOCTYIIHOCTb Bpa-
4eOHOII U CeCTPMHCKOI HOMOIY. MeXIy STUMI PerroHaIbHbI-
MU VIMMYHOJIOTMYeCKVIMY LIeHTpaMu TpebyeTcs HamaguTb odu-
IaJIbHbIe CBSA3M, YTOOBI 110 YCTAHOB/ICHHBIM KaHa/IaM HAIIPaB/IATb
[IALMEHTOB Ha jIe4eHue. BHe 3aBUCMMOCTH OT reorpaudecKoir
TIOKa/IM3aLy, PAsINyunil B JOCTYITHOCTY PECypCOB U OIBITE pa-
60TBI 3TV OpraHM3ALNYU JO/DKHBI IPUAEPKUBATHCA MEXKIyHa-
POIHBIX CTAHAAPTOB MEAUIMHCKOI IIOMOIIN, KaK 1 IPU APYIUX
penkux 3aboneBanmsx [23].

QyHKIMAMM HaLMOHAIBHOM ITPOQeCCHOHANbHOI CeTH ABIA-
I0TCA NOBBILIEH)E CTAaHAAPTOB MEIVIIVHCKOI IIOMOLIN ITOCpe-
CTBOM PacIpOCTpaHeHNs KIMHNYECKNX PEKOMEH/JalNIi, perucrpa-
LU ¥ NOAAEP>KKM KOJIIer B IieHTpax 1o nedenuto [1V]1, cospanna
PErncTpoOB MalMeHTOB 1 MPO(ECcCHOHATBHOTO INAEPCTBA B JIe-
yenvn [IV]T [24]. IIpodeccuonanpHble ceTy, MOEEMN KOTOPBIX
OT/INYAIOTCA B PAa3HBIX CTPaHaX, MOTYT CIY>KUTb OCHOBON MI/is
nedenus nanueHTos ¢ IIM]I yupexeHnsaMu KOHKPETHOM CTpa-
HBI, HE3aBMCUMO OT (OPMbI OPraHM3ALVI CUCTEMbI 3{PaBOOXpa-
HeHysA (TOCylapCTBEHHAs MU CTPAXoBas MEAMIIVHA).

NNATHOCTNKA NMEPBNYHBIX UMMYHOLE®ULINTOB 1 OCNOMHEHNA,
TPEBYIOLLE BHUMAHIA CNELMANNCTOB U3 APYTNX OBNACTEI
MEQNLIHDI

VimmyHHas cructeMa fudQysHO pacmpepeseHa 10 BCeMy Opra-
HU3MY, II09TOMY HapylleHn:A ee GyHKIUMN OyAyT OTpaKaThCA Ha
paboTe BceX OCTa/IbHBIX OPTaHOB U CUCTEM, YTO OOYC/IOB/IUBA-
eT obpaleHNe MAVIEHTOB K BpadyaM PasHBIX CIELMATbHOCTEIL.
Kpome Toro, kmmHMYecKne MMMYHOMOTU (BO B3POCION U JieT-
CKOIT ceTu) MOTYT He 00/IaiaTh JOCTATOYHBIM OIIBITOM BefleHMUs
BCeX MOTEHIVATbHBIX MEJUIVMHCKIX U COLMATbHBIX OC/IOXKHE-
HUIT; CNIeOBAaTENIbHO, OHM JIOJDKHBI MMETh BO3MOXKHOCTb 06pa-
HIeHNsA K LIMPOKOMY KPYry KOHCY/IBTATUBHBIX CIYKO JIA CO-
BMECTHOTO pelleHusi Ipo6ieM, CBOVICTBEHHBIX TO/IBKO MAI[IeHTaM
c IIN]I. Ina Bpadeit Bcex CHelajbHOCTENl HEBO3MOXKHO Iepe-
OLIEHUTb BXHOCTb JOCTyNa K OMOICUM M MUKPOOMOJIOTMde-
CKOJ1 AMAarHOCTHKe. DT CIyX0b! (LepedncieHHsle B Tabmuie 3)
B Ujjease JO/DKHBI OBITb COCPEIOTOYEHBI B OJHON K/IMHUKE LS
obsierdeHns KOHCY/IbTATUBHOI IIOMOIIV I COOTBETCTBOBATh Ha-
L[IOHA/IbHBIM/MEXAYHAPOZHBIM CTaHAPTAM.

OPFAHN3ALMA MELMLIHCKOG NOMOLLM NOAPOCTKAM
Ilepexop; 3 OZPOCTKOBOTO BO3PACTa K B3POCIIOMY XapaKTepH3yeT-
CA MI3MEHEHMAMU BO MHOTUX cepax: puandecKoll, COLManbHOIL,
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Tabnuua 3 | Kniouesble HanpaeneHua paboTbl cneuuanusupoBaHHOro
ueHTpa anAa nauveHToB ¢ M4

» BbicokokayecTBeHHan nabopaTopHan AyarHocTuka, BKoYaa obcneaoBaHmne
npwv nogospexun Ha M.

JocTynHocTb NnaTomMopdonoros, 3HaKOMbIX C TMMMOUAHON 1 NHDEKLM-
OHHOW naTonorven y naupyeHTos c ML,

Pannonoruyeckan cnyxba, obecrneyvBaioLlan BbINOIHEHNE KOMMbIOTEPHOM
TOMOrpadum ¢ BbICOKMM pa3pelleHneM, a Takxke MarHUTHO-Pe30HaHCHON
1 MO3NTPOHHON 3MUCCUOHHOW TOMOrpaduu.

NHTeHcuBHAA Tepanua — AN BEAEHNA NaLUMeHTOB C reHepan3oBaHHbIM
cencucom, naumeHToB nocne TICK npu HecTabunbHOM COCTOAHMN

N C XN3HEeYrpoXakWwnmMmn OCIOXHEHNAMN.

VIHbekumnoHHanA cnyxba — AnA nomMoLy B ANarHOCTUKE U NeYeHnn
HEeObbIYHbBIX CNIOXHbIX MHhDEKLNI.

PecnmpaTopHaﬂ MeanunHa — 4nAa AnarHoCTuKn n KOHCyJ’IbTaLLVIl?I no Tak-
TUKe BedeHnA NnauneHToB C 6pOHX03KTa3aMI/I N UHTepPCTnunanbHbIM

nopa>xeHnem nerkunx.

KnvHuyeckaa reMaTonorna v OHKOreMaTonorua — 4nA ocyLLecTBNeHNA
[NarHOCTMYECKOro NCCNefoBaHNA KOCTHOrO MO3ra, BeAeHWA NauveHToB
C TAXEeNow uuToneHnen, aeten 1 B3pocnblx, nepeHectumnx TI CK, neveHna
nauveHToB ¢ TMMdoMamMmn 1 Nernko3amu.

[acTposHTeponorua (aetckana 1 B3pocnad) — AnA NeveHnA naumeHTos
C CYHAPOMOM ManbabcopbLmm, MHBEKLMOHHBIM NopaxeHneMm ToNcTon
KMLLIKX U APYTUMU OCIOXKHEHWAMM (ay TOMMMYHHble/BOCNanmTebHble
3a00/1eBaHMA TONCTON KWLWIKK) 1 OKa3aHWA 3HAOCKOMUYECKON NMOMOLLIM
1 ANETONOrNYECKOW NOALEPXKKM.

["enaTonorva — AnA ANarHoCTMKMN 1 NIeYEeHMA OCNIOXKHEHWI CO CTOPOHbI
nevyeHun, BKtO4aA pacCMOTpeHNe rnokasaHui K TpaHcnaHTauun nevyeHu.

Lepmatonorua — ana AnarHoCTUKM ayTOUMMYHHbIX 1 MHDEKLMOHHbIX
3abonesaHnii Koxu, cneundunyHbix ana ML,

KnuHunyeckana reHeTuka — AnA avarHoCTuky cnoxuoix MA-cuHapomos
N TEHETUYECKOrO KOHCY/IETUPOBAHWA CEMEN C OTATOLLEHHbIM aHAMHE30M.

Lpyrue ciyx6bl TPETbEr0 YPOBHA, HAaNpUMep, OTAeNeHne 0TOPUHONAPUH-
roforum, opTanbMONorui, HEBPOOM MU U HEMPOXMPYPI N, @ TakxKe
coumanbHbIe 1 MCUXONOrMYecKme Cryobl.

Bce cnyx6bl AONXKHbI y4aCTBOBATb B K/IMHUYECKOM ayAnTe NX BOBIEYEH-
HOCTW B noMolLpb naupeHTam ¢ M.

IICYIXOJIOTMYECKOIT, 00pa3oBaTeNIbHOI U ceMeltHoll [25]. XpoHudec-
Koe 3ab0/1eBaHMe CIIOCOOHO OC/IOKHUTD ITOAPOCTKOBBII IIEPHO.
ITocKONbKY AeTU C paHHUX JIET OOBIYHO HAOTIONAIOTCS Y Off-
HOTO U TOTO Ke Bpaya, 3a4aCTyI0 BOSHUKAIOT ITPOO/IeMBI B yCTa-
HOBJIEHMM JOBEPUTEIbHBIX OTHOLIEHNUI MOPOCTKA U €T0 POiu-
Tejiell ¢ HOBBIMM BpayaMu. bes cTporo onpeyesieHHbIX 1 KOOP/U-
HUPOBAaHHBIX MeXaHM3MOB Ilepeflaun MallieHTa U3 IeTCKOIl ceTn
BO B3pOCIIYIO IIOAPOCTOK MOXKET BBINACTDb U3 IOJA 3pEHMs Me-
JMKOB, YTO IIPUBENET K CHVDKEHUIO IIPUBEPIKEHHOCTH JI€YEHMIO,
HOTEHIMa/IbHO HeoOPaTMOMY HapyIIeHI0 (GyHKIMI OPraHoB,
CHIDKEHUIO O>KIJIaeMOii IIPOIO/DKUTENbHOCTY KI3H U ee KadecT-
Ba; BCE BBIILIENEPEUNCIEHHOE B/IeYeT HeTaTMBHbIE IOCTEICTBUA

ISl COCTOAHMA 37I0POBbA IALMEHTa M POCT 3aTpaT CUCTEMBI
3 paBOOXPAHEHNA.

Kak u mpu gpyrux XpoHU4ecKux 3ab0o/IeBaHNsIX, IAHNpPYe-
MBIJi IIEPEXO0]] BO B3POCYIO ceTb y mauneHTos ¢ [IM]] - 310 yacTo
ocrarommuiics 6e3 BHIMaHUs, HO 9KOHOMIYECK! BBHITOAHBII Iy Th
[IPeOTBpAIeHNsI HAPYIIEHWIT 1e4e0HOT0 PeX1IMa, Pe3y/IbTaToOM
KOTOPBIX MOXXET CTaTb yXyHIlIeHNue TedeH1s 3aboneBanus. B cpa-
31 C 9TUM MeAMIMHCKasA IOMOIIb U IOfAiep>KKa BCIIOMOTaTeNb-
HBIX C/IY>K0 B 9TOT IIePHOJL )KU3HEHHO HEOOXO/MIMBIL.

POJIb HOBbIX TEHETUYECKIX METO[10B NICCNELOBAHNA

CymectByer 6omee 230 reHOB, MyTaLuM KOTOPBIX aCCOLMUPY-
I0TCSI C HAPYLIEHNAMU (PYHKIMM MMMYHHOU CUCTEMBI, IPUBOMIsI-
My K passutuio V]I, TOT CHMCcOK ObICTPO YBEMMINBAETCS
C BBIABJIEHNEM HOBBIX '€HOB, OTBETCTBEHHBIX 32 UMMYHHYIO pe-
TYALVIO U Pa3BUTIE Ay TOMMMYHHBIX IIPOLIECCOB, a TAK)Ke 3a 3a-
IMTY OPraHu3Ma OT MHQEKINIL.

[Tporpecc reHeTMYeCKMX TEXHOIOTUI B 3HAYUTETBHON CTe-
IIEH) CIIOCOOCTBOBA/I COBEPIIEHCTBOBAHMIO AuarHoctuku TN,
MeTozbI TeHeTYEeCKOM IMarHOCTMKY BKTIOYAIOT TPafiUI[IOHHOE
BBIfIeIeHNe TI0CTIeIOBaTeNIbHOCTH (CeKBeHMpoBaHue) creryduaec-
KIX TeHOB (0COOEHHO B CEMbsIX, KOTOPBIM [IOKA3aHO T€HETIIeCKOe
KOHCY/IbTMPOBaHIIe), BCETO 9K30Ma (a BCKOpe I I[eJIOTO TeHOMa);
HOC/IEfIOBATENbHBII (/151 MHTEPIIPETALINH Pe3yIbTaTOB 060MX Me-
TOJ,0B HEOOXOAMMO afieKBaTHOE 61onH(pOopMaLnoOHHOe obecrede-
HUe) I XpOMOCOMHBIVI MYKPOMATPUYHBIII aHa/Mu3 (ONpexneneHne
IPOIYIIEHHBIX WIN IYIUIMI[MPOBAHHBIX YacTell TeHoMa). [Ipyroii
Ba)KHOJ 00/1aCTHIO MICC/IENOBAHMIT SABSETCS «MyTallIOHHAs Ha-
Ipy3Ka» TeHETUYECKIX IOBpeXeHnii, BoispiBaromux [IV]I, koro-
pas COCTOUT B COBOKYITHOM BIIMAHUM MYTAHTHBIX T€HOB U KO-
IMPOBAHNM YMC/IA BAPUALNIL, 00YC/IOBINBAOIINX IPOIYCK WIN
AYIUIMKALMIO YacTU TE€HOB VIV T€HOB IOMHOCTBIO [26]. [Tocnentee
0COOEHHO B)XXHO J/IsI JUATHOCTUKY PacIpOCTPaHEHHBIX Bapua-
6enbHbIX MMMyHOzeuuyToB (PBUT) [27], Hanbonee pacmpocTpa-
HeHHO popmsl [TV]], cOnpOBOXAAIOILXCS KIVHIIECKON CUMII-
TOMATUKOIL. Jla/mbHeilne McclIeoBaHNsA, BEPOATHO, TOKaXKYT,
4yTo perymaropuele obmactu JHK Take BakHBI [Is 9KCIIpec-
CUM TE€HOB VIMMYHHOJ CHUCTEMBI, 3 M3MEHEHNUsS T€HOB B TeYeHMe
KU3HM (SMUTEeHeTHKa) 00YCIOBNIMBAIOT Pa3BUTHE 3a00NTeBaHNUA.
AKTUBHpYIOIUE MyTaluy CIocob6Hbl Bb3biBarh IV, a Hamm-
4ye COMATMYECKUX MyTaluit MoXxeT noTpe6oBarb anamsa JHK
U3 OTHEbHBIX TIOMYIALNI K/I€TOK /I YCTAHOB/IGHNS JMarHo3a.

OTU TEXHOJIOTUM, YXKe HOCTYIHble B HEKOTOPbIX IeHTpaXx,
OynyT BCe yallle IPUMEHATHCA BpayaMy BCeX CIeLMaTbHOCTEIL.
CHIDKeHMe 3aTpar IpU paclIMPEHMN JOCTYIAa K HOBBIM TEXHO-
JIOTMSM CIIOCOOCTBYET UCIIOIb30BAHNI0 KOMOMHUPOBAHHBIX Me-
TOJMK AVArHOCTHUKY paHee HemsBecTHbIX ¢opm IIN]I, a Takxe
KaK MOXXHO 007iee paHHeMy BBLBIIEHNIO 3a00/1eBaHMs, 4TO 00e-
CIeYNT NPEMMYILEeCTBa B I/IaHe IPOTHO3a, TePANNI U TeHeTHde-
CKOT'O KOHCY/IbTMPOBAHUA.

MPNHLAN 2. BAKKHOCTb CO3[1AHIA PETIICTPA
HALWOHANbHBIE PETUCTPBI

ITM]] cuuTaroTca peaKyMu 3a00/IeBaHUAMI, YTO 00YCTIOBIMBACT
CKYAHOE 4IC/IO AaHHBIX 00 MX SMMIEMIOIOTNH, XOTsSI BO MHOTMX
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crpanax EBpomneiickoro corsa (EC) 1 Mypa BHepeHBI PeTUCTpPhI
nanuenTos ¢ [IVI]I. IIpumepoM MO>KeT CTy>KUTb OCHOBaHHBII BO
@pannun B 2005 . CripaBOYHbIN LeHTp A1 nanyeHTos ¢ ITV]T
(Reference Center for PIDs; CEREDIH) [28], B cTeHax KOTOpPOro
BBICOKOKBa/IM(UIPOBAHHBIE CIIelManuCcTsl B obmactu I cos-
Janu KpYIHeMINi HallMOHA/IbHbIA perucTp nanuentos ¢ IIV]T.
OH BKJII0YAET CeTh BCEX YHUBEPCUTETCKMX KAMHUK, B KOTOPBIX
TpynaTcs 130 Bpadeil ¥ GYHKIMOHUPYIOT KaK MUHUMYM 30 fuar-
HOCTUYECKIX MMYHO/IOIMYeCKuX naboparopuit [29]. Haronans-
HbIe PETUCTPBI ABIAIOTCA BAYKHBIMU MHCTPYMEHTAMMU IS OLIEHKM
monu manyeHTos ¢ ITV]] B mony/suyu B nefoM (pacpocTpaHeH-
HOCTb) I YJC/Ia TALEHTOB, BBIABIAEMbIX €KerogHo (3abomeBa-
€MOCTb), OIIpefieieH A 06/1acTell ¢ HU3KUM YPOBHEM [MarHOCTH-
KI1 U aHa/IM3a IPUYIH TT03/JHe AMAaTHOCTUKY, IPUBeNIIel K yCu-
JICHUIO TsDKeCTH TedeHMs 3a60/IeBaHus U JleTaIbHOCTH. Pernctp
TaKKe AB/IAETCA VICTOYHMKOM I10/Ie3HO MHPOPMALVIN [/ TOCY-
TapCTBEHHBIX CTPYKTYP OTHOCUTEIbHO HEAMarHOCTHPOBAHHBIX
IAIMeHTOB, U [TAHKPOBaHMA 00pa3oBaTeIbHBIX IPOrPaMM I 3a-
TpaT Ha jiedeHne. Tak)ke Ha OCHOBAHNM JJAHHBIX PETUCTPA U JlaH-
HBIX O HOTPeOHOCTU B JIEKAPCTBEHHBIX CpelcTBaX (apMalieBTu-
YecKasi IPOMBIIUIEHHOCTb PACCUNTBIBAET 00'beM IIPOM3BOACTBA
Ipenaparos.

Takum 06pa3oM, HalMOHA/IBHBI PETUCTP — BAXKHDIN MHCT-
PYMEHT [l YMHOBHUKOB B OO/IaCTM 3[paBOOXpaHEHMsI, IJIS
3aHTEPECOBAHHOI OOIeCTBEHHOCTI M CTPAXOBBIX KOMITAHMIT;
OH oOsieryaeT IIAHMPOBAHME PACHpee/IeHNs JIeYeHNUs 1 CII0CO0-
CTBYeT PasBUTHUIO MHHOBALMOHHBIX METONOB TepAINM, YTO ObI-
710 TPOJIEMOHCTPUPOBAHO B bpUTaHCKOM IIaHe Jie4eHNus 10 T10-
tpebrnoctr (UK Demand Management Plan) [30].

MEMOYHAPOQHbIIl ONbIT CO3AHIA PETICTPOB

ViccnepoBanms B obmactu ITV]] Tpeby0T MeXAyHAPOFHOTO CO-
TpygHmMdecTBa. JJaxke B KpynHbIX cTpaHax EC pepkme reneru-
yeckue BapuaHThl [IV]] fuarHocTupyoTcs He 6oree deM y 6-8
ManyeHToB exerogHo. st coopa nHpopManym 060 Bcex Cay-
vasix ITIVI]I, BKmovast HeoObIuHbIe cnyvan, EBpomneiickum ob1e-
CTBOM II0 u3ydeHuio nMMmyHogepunuros (European Society for
Immune Deficiencies; ESID) B 1994 r. B IlIBenuu OblI cCOCTaBIeH
IIepBOHAYAJIBHBII PETUCTP, LOMOMHEHHBbI B 2004 . oHaliH-6a-
3011 JaHHBIX. 3a OCTIeAHME 2 TOfja C Le/IbIo obecnedeHns nHPOp-
Maryeil HallYIOHA/IbHBIX PErVICTPOB, IIOCTABIINKOB YCIYT Cepbl
3gpaBooxpaHeHus u EBpokomuccun peructp ESID 6bu1 momHo-
CTBIO mepecMOTpeH. MaciutabHast 6asa JaHHBIX PETMCTpa SBJIS-
eTCs MICTOYHUKOM MH(OPMALIUI U [Isl Bpadell C OrpaHIIeHHbIM
OIIBITOM BefieHNs nanyeHTos ¢ ITV]], TocKonbKy IpefocTaBisgeT
OTBETHI Ha HACYILIHbIE BOIIPOCHI 110 TAKTVKe J€4eHM ¥ B3aMMO-
IeiCTBUA C malieHTaMu U UX ceMbaMu [31].

Jlpyrue cTpaHbl EPEHSIN STOT ONBIT JI/I CO3/IaHMUA KOHTH-
HEHTA/IbHBIX PETMCTPOB. B 4acTHOCTH, OTHEIbHBIE PETUCTPBI ObI-
7 cocTaByeHsl JIaTMHOAMEPUKAHCKIM O0IIeCTBOM I10 M3YYEHNUIO
ummyHogeduimtos (Latin American Society for Immune Defici-
encies; LASID) u coBceM HefflaBHO — AQpUKaHCKUM 0061IeCTBOM
110 n3ydeHuo nmmyHogeduiuros (African Society for Immune
Deficiencies; ASID); raHupyeTcst cosfaHue u gpyrux 6as gaH-
HBIX. PermcTpbl Taxoke Ba>KHBI [JIA yBEINYEHMS OCBEJOMJICH-
HocTy O mpobneme IINM]I B cTpaHax, Ifje eAMHCTBEHHBIM MM-

MyHOZeDMINTOM, Ha KOTOPBIif 06pallleHo BCe BHUMAHIE CYCTEMBI
3[paBOOXpaHeHNA U HaceneHus, sipnsaerca BMY, To ecTb coBceM
mpyroe 3aboneBaHue.

AMepyKaHCKas ceTb 110 usydyeHuio nmmyHogeduuntos (Uni-
ted States Immune Deficiency Network; USIDNET), mporpamma
®onpa nmmynogedumros (Immune Deficiency Foundation), 6s1-
na ocHoBaHa B 2003 1. s maunenToB u3 Kanager u CIIA. Ienbro
IIPOrpaMMBbI ABJIAETCA pasbACHEHNE, Pa3BUTHE, OIleHKA 1 BHEI-
peHe cTpareruii, pa3pabOTaHHBIX B KIMHUYECKUX MCCIe0Ba-
HUAX, JIA YIYYIIEeHUA BbIABIEHUSA, HOHMMAHNUsA, IMAaTHOCTUKY
n nedenus IIMJI. Permctp USIDNET yunutepiBaeT maHHbIE Ia-
I[MEHTOB ¥ TPEeAOCTaB/IAeT 3TV MaHHDLIC I/ IPOBEHCHNA pe-
TPOCHEKTUBHBIX KIMHUYECKMUX VICCTIENOBAHMI, @ TaKXKe CITY>KUT
MICTOYHMKOM 3HAHMIA [/ Bpadell 11 OMOTaeT CIelyaaucTaM B TIpy-
HaTtun Knamandeckux pemennit. USIDNET ucnonbsyerca un ma-
LYIeHTaMy — 37ieCh IAL[VIEHThl B IIOJTHOM 00'beMe MOTYT O3HAKO-
MUTBCS ¢ MHpOpMatuert o 3aboneBanun [32,33].

MexyHapOIHBIE PETUCTPBI TaKXKe ABIAITCA MICTOUYHNKOM
uHGOpMaLMY [/ IIeHTPOB B Pa3BUBAIOLIMXCA CTPAHAX, B KOTO-
PBIX TIOKa ellle He CO3/IaHbl Hal[MOHAIbHbIE CeTH.

NPNHLNN 3. HEOBXOANMOCTb MEXAYHAPOIHOT 0
COTPYAHWYECTBA NP NPOBEQEHNN HAYYHbIX
NCCNEQOBAHMI

MexpayHapopHoe coTpyaHudecTBo B obmactu ITM]] BaxHO
He TOJIbKO IS MUATHOCTYUKY (TeHeTYeCKIIe€ METO/bI) U JIEYeHIS
(TT'CK) manueHTOB, HO TaK>Ke /ISl MPOBEIEHVs MCCTeTOBAHMIA.
C/I0)XKHOCTD OpraHM3aIy KIMHNIECKNX UCCIEfOBAHMIT B 00/1a-
cru IIN]T o6ycoBneHa HU3KOI PacIpOCTPAHEHHOCTBIO 3ab0re-
BaHWs. B3auMofieiicTBIe CIel[MaMnCcTOB 13 PasHbIX CTPAH HEOO-
XOAVMO [Isl TIPOBENEHNMsT KIMHNYIECKNX VICCIeTOBAHNUIT HalIe-
JKAIero KavyecTBa M HAbOpa [JOCTATOYHOrO YMC/Ia INAIVMEeHTOB,
a TakXKe s pa3pabOTKM HOBBIX HMATHOCTUYECKMX U TepaIeB-
TUYIECKUX METOMMK, IS SMUIEMUOTIOTMIECKUX UCCTIEMOBaAHIT
U UJeHTUPUKALMM HOBBIX T€HOB, aCCOLMMPOBAHHBIX C 3ab0e-
BaHueM [34]. TIV]I o6ycnoB/ieHbl GOMBIINM YUCIOM TeHeTHde-
CKUX J1e(DeKTOB, U Ha CETONHSLIHNUIL [IeHb MCCIE[OBAHbI JATIEKO
He BCe MOHOTEHHbIE JleeKThl, He TOBOP: yXKe 00 OMIOreHHbIX
medexTax WM reHax, MopuduIupyomux sabonesanne. Bo Bcex
CTpaHax M KOHTMHEHTAX HeOOXO[VMO Pa3BMBATh MEXyHAPOJ-
Hble ceTy, nogobusle JMF [35], oco6eHHO TaM, Tie TaKue CIyX-
6bI BCe ellle He CYI[eCTBYIOT. Ba)KHO OTMeTNTb, UTO J/Is 0becrie-
4eHMsI HeOOXOAMMOro (pYHAHCHPOBAHMS VCCIESOBAHNUIT B TOI
obnmacty B EC cpeny mpodero 6puta co3jjaHa CreluanbHast Ipo-
rpamma Mo pegkuM 3aboneBaHnAM [23]. MexXIyHapORHBI KOH-
COpIMyM II0 TIpobIemMe MCCIeROBaHmit pefkux 3abonesannmii (In-
ternational Rare Diseases Research Consortium) [36] paspaba-
TBIBAeT 001II1e PeKOMEHAAINI 10 AMATHOCTUKE, MCCIEIOBAHSM,
COZENCTBIIO B 00eCIiedeHNN MeVKaMEHTO3HBIMI/IPYTMU BUfA-
M JIeYeHNA, TIPO3PAYHOCTY PMHAHCOBBIX ACTIEKTOB U Ty O/IMKALIUY
Pe3y/IbTaTOB HOBBIX MCC/IE{OBAHMIL.

NPUHLNAN 4. PONb OPTAHN3ALNIA NALMEHTOB

OpI‘aHI/ISaLU/H/I TTAOVIEHTOB UTPAIOT 3HAYNTENDbHYIO POJIb B CUCTE-
Me 3[paBOOXpaHEHNA M BCE€ aKTUBHEE YYaCTBYIOT B IIOIUTUKE

6 | exabpb 2014 | Tom 5 | Cratba 627

Frontiers in Immunology | Primary Immunodeficiencies



Chapel et al.

ML — npuHUMNBI MEANLIMHCKOW MOMOLLM

B cdepe 3ppaBooxpaHennus. Ha cerognaAmHmii feHp oOmenpus-
HAHO, YTO IAIJMEHTbI CTAHOBATCA HACTOAIIMMU 9KCIEPTAMU IO
BOIIPOCAaM, CBA3aHHBIM C MX 3a00/IeBaHMEM U €ro JiedeHueM,
¥ MOTYT MMeTb COOCTBEHHBIII B3I/IAJ Ha JYATHOCTHUKY 1 Tepa-
nmio. Bce cTpaHBI JO/DKHBL CTPEMUTDCS K CO3AaHMIO 9 eKTIB-
HBIX OpraHM3aLIT AI[YIEHTOB, IPEICTaB/ISIONINX BCeX 60/IbHBIX
¢ TN (meTeit u B3pOC/IBIX), YTOOBI 0OECIIEYUTD UX IIPABOM TO-
710ca ¥ BO3MOYKHOCTBIO OTCTaMBaTh CBOM MHTEPeChl Py IPUHA-
TUM PeLIeHnIl 10 BOIIpocaM 3ApaBooxpaHeHns. DPdeKTHBHbIe
HAIYIOHA/TbHbIe OPTaHM3ALMY [TAL[IEHTOB IIPEJ/IaraloT KOHCYIIb-
TaTMBHYIO IIOMOIIb, OCYLIECTB/IAIT OOy4eHue M OKa3bIBaiOT
MOIeP)KKY MAIMEeHTaM U WIeHaM UX CeMeil, a TaKxKe CIeluan-
craM. OHM UTPAIOT OCHOBOIOJIATAIOIIYI0 PONIb B MHPOPMMPO-
BaHNM IAIVIEHTOB O IOCTeNHUX paspaboTKax BO BCeX 00/MacTX,
BKJIIOYAs] MEJMIMHCKUE U Hay4YHble OTKPBITHS, IIOTUTUIECKIE
U OTpacyeBble pelleHNs, CHabKeH1e 1 6e30IacHOCTb Tepamuu
CIIaceHMs.

ITaryeHTBI BCe aKTUBHEE YYaCTBYIOT B COOpe KIMHUYIECKUX
JIAHHBIX, CO3[JAHMY VI BEfIeHNY PEIMCTPOB, AB/LAIOMXCS BaKHbIM
MCTOYHMKOM MH(OPMALIMY, U OKA3bIBAIOT IIOMOIIb B IPUHATUN
COOTBETCTBYIOLIMX pelreHuit. K Tomy e opraHusaiyum maryeH-
TOB — JIBVDKYILAs CUJIa KaMIIAaHMIA 10 TIOBBIIIEHNIO MHPOPMUPO-
BAaHHOCTM BO BceM Mupe. [IJI1 DOCTVIKEHMs MaKCHMaabHOTO
ycIiexa XM3HEHHO He0OXOIMMO COTPY/JHIYECTBO Bpadeil 11 Ipo-
4)X 3aM[HTEPECOBAHHBIX C/I0€B O0LIecTBa — CIIELUAINCTOB CO
CPeIHMM MeIMIMHCKUM O0pa3soBaHMeM, NPeICTaBUTeNel KOH-
TPONMPYIOUUX ¥ HA/I30PHBIX OPraHOB, YMHOBHUKOB, OTBETCT-
BEHHBIX JINI] U TIpefCcTaBuTenell papManeBTIYeCKOl TPOMBIII-
JIEHHOCTU. MHOTOrosocue 3By4uT rpomue, 4eM oMt ronoc. Ilo-
JIMTUKA, OPUEHTUPOBAHHAs HA IMAL[MEHTa, KOIJa MHTEepechl Ia-
IIMeHTA CTABATCA BO IVIABY yI/Ia PV NPVHATUN PeIleHNit, yIyd-
IIaeT IPUBEPKEHHOCTD MALVIEHTOB TepaIrni 1, CJIefJOBATENIbHO,
IIPOTHO3 3a00/IeBaHIIA.

MexxpyHapopgHas OpraHusalys MalYIeHTOB C MePBUYHBIMU
nmmyHopeduiyramu (International Patient Organization for Pri-
mary Immune Deficiencies; IPOPI) [37] Bkirouaer 51 HarjmoHab-
HYIO0 OPTaHM3AIMIO NAIMEeHTOB [38] 11 aKTMBHO IIOMOTaeT PYIUM
CTpaHaM B CO3JaHUM IOFOOHBIX coobujecTB. OHM paboTaror
10 MHOTVMM HAIIpaB/IeHNsIM, obecreunBas y4acTue IalyueHTOB
B MEX/IyHAPOJHBIX KOMUTETAX ¥ MHCTUTYTaX, BKIIOYas IIpef-
CTaBUTENbCTBO B MHCTUTYTaX EBpombl 1 BceMupHolt opranmsa-
LM 3[PaBOOXPAHEHIA.

MPNHLNM 5. BEAEHNE 1 TAKTWKA NEYEHNA NALWNEHTOB
cnna
CYLWLHOCTb 3AMECTUTENBHOI TEPANN UMMYHOTIOBYJIIHAMN

Cy1iecTByeT HECKONbKO TUIIOB, UM KIACCOB, Y€JIOBEUECKUX UM-
MyHorno6ymHos — IgG, IgA n IgM. IgG, o6naparomnuit HauBbIC-
1Iefi KOHUEHTpALMell B KPOBY U JPYTUX TKAaHAX OPraHM3Ma, WUI-
paeT KIIOYEBYIO POJIb B 3aliuTe opraHusMa ot nHbekimit. IgG
BBIJIE/IAIOT U3 YeJIOBEYECKOI II/Ia3Mbl M Ha3HAYAIOT IALMEHTaM,
y xotopbIx Ha one ITV]I oTcyTcTByeT 06pasoBaHme JOCTATOYHO-
ro kommyecTa cobcrBeHHbIX IgG. IIpoBenenne Takoit 3amMecTu-
TENIbHOJ Tepammy, 6e3 peyBeMueHNs Clacaoleil JKU3Hb MHO-
UM GO/bHBIM, OOBIYHO TPeOyeTCs Ha MPOTKEHNM BCell SKU3HIL.

Tabnuua 4 | AkTyanbHble Npo6aeMbl, CBA3aHHbIE C MPUMEHEeHUeM
Tepanum Ig

o [InA obecneyeHna JOCTYNHOCTM HEKOTOPbIX NPenapaToB Ig B Kaxkaown
CTpaHe 1 LLIMPOKON AOCTYMHOCTU HaANeXallyx METOA0B NIeYeHNA B COOT-
BeTCTBUM co CNMCKOM XXM3HEHHO BaxHbIx npenapatos BO3 Heobxoanmo
unHaHcupoBaHue.

o [1nA npenoTepalleHnA MHDEKLMOHHbBIX OCNIOXHEHWI, TaKNX Kak BPOHXO-
9KTa3bl, TPebyeTcA paHHAA AMarHOCTMKA.

. ,D,J'IH BblABNEHNA VMeHbLLIeHVIH/I'Ipe,EI,OTBpaLLLeHI/IH pas3BnTnA I/IHCbeKLI,I/Il/I
Ka>XXaomMy nauneHTy Heobxoanm I'IOLI,60p OonTManbHOro MeToda neveHna
N ONTMManbHOM A03MPOBKU, a TakXKe perynapHoe MeanunHcKoe Hab-

nofeHve.
o [leTAM N0 Mepe VX pocTa crieflyeT NoBbILLaTh JO3UPOBKU.

« [1nA npenoTepalleHna NoboYHbIX 3hheEKTOB, CNPOBOLMPOBAHHbIX HE-
KOPPEKTHOWM TEXHUKOW MHY3UK B XOA4E NEPBbIX HECKOMbKMUX UHMY3WIA,
HY>KHbI 9KCMEePTHbIE Ne4ebHble LEeHTPbI C KBanMbrLpOBaHHbIM CPEAHNUM

MeanepcoHanom.

MauneHTOB cneflyeT 06y4aTb CaMOCTOATENBHOMY MPOBEAEHMIO NHY-
31 Ha JOMY, @ TakxKe HEeOOX0AMMO 0becneynTs PErynAPHbLIA KOHTPOIb

COOTBETCTBUA JieHeHNA BbICOKMM COBPEMEHHbIM CTaHAapTaM.

Mpy Hanu4YMn GUHAHCOBbLIX OrpaHNYeHNA UM NPobnemM ¢ AOCTYNMHOCTbIO
npenapaToB naumeHTsl ¢ ML 8onXKHbI UMETb NPYOPUTET ANA NONyYeHWA
Ig-Tepanuu.

o na ynydleHna pe3yneratoB 1e4eHUA y CJI0OXKHbIX NauneHToB Heobxo-
ANMO JOMNONTHUTENbHO NPOBOANTL JleHeHne OCNOXHEHN 3aboneBaHnA.

[Ipenapars! IgG, nucnonbsyembple 1/ 3aMeCTUTEILHON Tepa-
VY, 3AMUIAI0T OT IIMPOKOTO CHeKTpa nHpeKuuit. ITum 06bsic-
HAeTcs, moyeMy IgG, B oTImM4Me OT APYTUX IIperaparoB, He MO-
JKeT OBITh IOJTy4YeH C MOMOIIbI0 PeKOMOMHAHTHBIX TeXHOIOTMIL.
Tepanusa IgG Takxke oTaM4YaeTcA OT Tepaluy MOHOK/IOHAJIbHbI-
MM @HTUTeTaMM, CO3[JAHHBIMM HeJIaBHO B OOJIbIIIell CTeNeH N 1A
JledeHus CHeluduyecknx 3aboneBaHuil, YeM /I 3alfUTBl OT
BCeX TUIOB MHPEKIMIL.

3amecturenbHas Tepanus Ig aGCOMOTHO MOKasaHa OO/bIINH-
crBy nanuenTtos ¢ [IM]I. Ha cerognAumnmuii fleHb B Mupe Ipous-
BoanTcs 6orbiroe o npenaparos IgG [39]. ¢ dexTnBHOCTD
(3aumra ot nHpeKUMIT), 6e30macHOCTD (OTCYTCTBUE HIEpefadn 3a-
60/IeBaHMIT WV TSDKENIBIX OIMACHBIX HE)XXeTaTe/lTbHbIX sABJICHMNIT)
U [IePeHOCHMOCTD (MUHMMa/IbHbIe H0O04YHbIe 9()(DeKThI) HOBBIX
IperapaToB M3y4aloTcs B X0fle KIVMHIIECKNX UCCIeJOBAHNUI, TIPef-
BapAIOIINX BBIXOJ Ha PHIHOK KO)KIOTO U3 HUX.

Xotsa tepanus IgG ncnonbsyeTca B KIMHUYECKON IMPAKTHKe
yxke 6onee 60 jieT, mpemnaparsl IgG /10 crX IOp HETOCTYIIHBI BCEM
manenTtaM ¢ [IV]T (tabnuma 4).

besonacHocTe Tepanuu nMMyHOrnobynuHamu

ITpenapatel Ig momydaoT M3 I1asMbl, COOPaHHON Y JIeCATKOB
TBICAY OOC/IEOBAHHBIX JOHOPOB KPOBM/IIA3MBI B THIATEITHHO
KOHTPONMPYEMBIX YCTIOBUAX; ITO3TOMY TaKye Ipenaparhl COfep-
JKaT MIMPOKUIA CIIEKTP HEMTPAMSYIOMIMX aHTUTEN [/I 3aIUThI
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peuunuenta ot GOBIIOTO YMC/IA MATOTeHHBIX MUKPOOPTaHM3-
MoB. Kakzjas koMIIaHMA MCIIONb3yeT COOCTBEHHbIE IATEHTOBAH-
HbIe METOJ[bI, HECKOJIBKO OT/INYAOIINECS] OT METOMVIK, ITPUMEH;I-
eMbIX [IPYTYIMIU IPOU3BOAUTENAMM, /A OUYUCTKM Monekyn IgG
10 BBICOKOI crereHr (00bIYHO >98 %) U CHMDKEHMS BO3MOYKHO-
ctu nepefaun 3aboneBanumit npu tpancdysum. Bee gocrymnHbie
Ha pbIHKE ITpeIlapaThl IOKa3aHbI /I 3aIIMThI OT MHPEKIIWIL.

3a nocnegnue 50 1eT METOABI OYMCTKY ¥ IPOM3BOAICTBA Ype3-
BBIYAITHO yryqmminck. 3a 20 jieT He GbUIO 3aperncTpypOBaHO
HJ OfJHOTO C/Ty4as 3apakeHsA TPaHCMVCCHBHBIMM HPEKIVAMU
npu rcnonb3oBanuu Ig. C 1994 1. co6/I04a10TCs IPUHIINIIBL CTPO-
roif BUPYCHON 6Ge30MaCHOCTH, peannsyIinecs: I0CPeACTBOM
crenyIYecKoro reHeTNYeCcKOro TeCTHPOBAHNA MHAVBULYAIb-
HbIX IIOPLMII CAHHOJ KPOBU/IIa3Mbl ¥ BHEAPEHMA METOIUK
MHAKTUBaLMM/yaneHns BUPYcOB. PaspelieHHble IpernapaTbl
HPOXOAAT KaK MUHVMMYM /iBe CTYTIeHV MHAKTVMBALMN/yale
BUpYcoB. Ha ceropHANIHMII IeHb C/Ty4YaeB TPaHCMICCUBHOTO 3apa-
JKeHVsI IpuoHamy (4acTHIfamMy, BbI3bIBatolmmu 6omesub Kperiri-
denbpa-Sko6a) Bcencrye MCnonb3oBanus Ig He BbIAB/IEHO.

Y 6onpumHcTBa nanyeHTos ¢ IIM]] 3saMecTuTeIbHAA Tepanys
Ig He compoBoXxaeTcs pasBuTieM M0604HbIX 3ddexToB. Hebormb-
IIOMY 4KC/Ty 6OTIbHBIX TpebyeTcs Ha3HaueHMe PsAa IpernapaToB
(HecTepoMIHBIE IPOTMBOBOCIIA/NUTEIbHbIE CPEICTBA Y AHTUIHC-
TaMMHHbIE TIPeIaparsl) A/l TedeHrs M000YHbIX 9 (HeKTOoB Jer-
KOIJI CTelleHN. Y oueHb HesHaunTenbHoro (1 %) 4ncia nanueHToB
mo6ouHble 3 PeKTh HOCAT O0JIee TSDKENbI XapaKTep, OTHAKO
cepbesHble HeXKe/laTe/IbHbIe SIB/IEHNs BCTPEYA0TCs peko. biaro-
faps MHOT0OOOpasyio IIpernapaToB U HFOCTYIHOCTH MHQY3UOH-
HbIX ()OPM IOYTH BCe IAIMEHThI IPOXONAT YCIIELIHOE JIeUeHye
Ig. OnmHAKO BaXKHO MOHMMATh, YTO HE CYLIECTBYET eUHOTO Ipe-
napara Ig vam MeTofa Ha3HAYEHM s, IOAXONAIIEr0 BCeM NalyeH-
tam ¢ [TN]I.

ITepenBaHue BCeX MPENapaToB KPOBU COMPSKEHO C PUCKOM
nepenauy MHGEKINY, TO3TOMY /I 06eCIIedeHns yBepeHHOCTH
B UX 6€30MaCHOCTM ¥ BHICOKOM KadyecTBe IPOM3BOJCTBO IIpera-
paroB Ig, Kak M APYruX CpeACTB, HaXOAMTCSH IO, KOHTPOIEM
HAIMOHA/IPHBIX VMM MEXIYHAPOIHBIX KOHTPOIbHO-HA/I30PHBIX
OpraHoB. DTN PETYNATOPHbIE CTPYKTYPBl PacCIpPOCTPAHIIOT MH-
¢dopmanuio o Bcemy mMupy. PasnmuHoe copep)kaHye HaIlOIHMU-
TesIell, KOHCepPBAHTOB, BemuyHa pH, coepsxanme IgA 1 KOHIIeHT-
pamA OenKa B pas/IMYHbIX OpernapaTax Ig okaspIBaloT BIVAHNE
Ha IpoQuIb HeXXeNTaTe/IbHBIX SBICHMIT; COOTBETCTBYIOLIIE TIpe-
AYIPEeXJEeHNs COflep)KaTcsl B MHCTPYKLMAX IO MESVILTHCKOMY
IPYMEHEHNIO IIpenapaToB. [l BbIABNIEHNUS MOOBIX HOBBIX IIO-
60unbIXx 9¢dexToB Tepamuy Ig, KOTOpble MOIYT BO3HMKHYTb
BC/IE[ICTBYE M3MEHEHNUIT TeXHO/IOT MM IPOU3BOJCTBA, KOHLIEHTpa-
LMY IIpeInapara, CKOpoCTy MHQY3UY WM paclIMpeHys II0Ka3aHMIi,
HeoOXOlMMa IOCTOSIHHAsE HACTOPO)XKEHHOCTb. [laHHbIE MCCIIefo-
BaHUIA, IPOBEICHHDIX TI0C/Ie BBIABICHIA HEOKIJAHHBIX I060YHBIX
3¢ $eKTOB, CBUAETEIBCTBYIOT O PUCKe TPOMOO30B U FeMOIn3a.

OnTumarnbsHble TepanesTNnyecKkne YpPoBHU 3aMeCTUTENIbHOV
Tepanuu uMMYyHOr106yauHammu

KiroueBas 1enb 3aMecTuTeNnbHOI Tepamuu Ig — npodumakruka
OakTepyanbHBIX MH(EKUNIT U PeJOTBpalleHIie TOBPEeXeHNI
OPTaHOB, IPMBOJALIMX K XPOHM3AL MM 6OTIe3HNU 1 CHYKEHMIO Ka-

vecTBa Xn3HM. [IpodumakTuka MHPeKUMIT B 60/IbIIEl CTIIeHN,
4eM JOCTUXKEHUE 11e1eBOro ypoBHsA IgG chIBOPOTKM KPOBU, SB-
JIAETCS Le/IbI0 3aMeCTUTeIbHOI Tepanun Ig, T0CKOIbKY ypOBeHb
IgG, obecneunBaomyit aHTUMHQEKIMOHHYIO 3aIUTY, BapbUpPY-
eT y kaxjoro maunenTa [40]. B MeraaHa/mM3e, BK/IIOYABIIEM pe-
3y/bTaThl 17 KIMHNYECKUX MCCIeOBaHMIL, ObIIO IPOEMOHCTPHU-
POBAaHO CHM)KEHNME YaCTOThI ITHEBMOHMIT Ha 27 % /I KaK7I0Tro
noBbieHus 10361 Ig Ha 100 mr/xr/28 pueit [41]. ITanuentam
C XpOHMYECKMM 3a00/IeBaHMeM KMIIEYHMKA MIN OPOHX09KTa3a-
MI Heo6XOfMMO Ha3HaueHMe 6oree BBICOKHX [03 3aMeCTUTEbHON
tepammu Ig [29]. CxonHble pe3ynbraThl IOKa3alu U ApyTrue uc-
CIefloBaHMsA Y TALMEHTOB C HEJJOCTATOYHOCTBIO aHTHUTEN, IIOTTy-
YaBIIMX MOJKOKHbIE MHbeKIyM Ig. OHAKO CTOMMOCTD /IeYeHN
MOXET IpPeNATCTBOBATh UCIOIb30BAHMIO ONTMMA/IbHBIX JI03; IIa-
LIYIEHTaM U CIIeLMa/INCTaM BaXKHO O0beMHUTDCS AJIs PasbsCHe-
HJA TIOCTABIIMKAM YCIYT B cdepe 31paBOOXpaHEHMs KaK Mefu-
L[MHCKOM, TaK ¥ (MHAHCOBOI 11e71eCO06PasSHOCTH IIPUMEHEHMs
OILTUMA/IbHBIX J03.

3aMecTHTeNTbHAA Tepanus Ig SKOHOMMYECKM BBITOJIHA, TaK
Kak IIpefloTBpalllaeT TOCIMUTAIMN3ALMM ¥ OOpallleHusA B OTfe-
JIeHUsI 9KCTPEHHOII TIOMOILM, He3aIUIAHNPOBaHHbIE MOCEILIeHNS
Bpaya, MO3BOJIAET N306eKaTh Ha3HAYEHNA JOPOrOCTOALIEI aHTH-
OMOTMKOTEpANMY ¥ IPOITYCKA IIKOJIBHBIX WIM PabOuMX JHEIL.
VccnepnoBaTeny mofuepKuBalOT: Ha3HAYeHNE a/jeKBaTHBIX 03 3a-
MeCTUTEIbHOI Tepammy Ig TakKe ciocoO6CTByeT HOBBIIEHNIO Ka-
yecTBa XNU3HU [42].

HoctynHocTes wupokoro Beibopa npenaparos
UMMYHOrno6ynnHos

IIpemapatsl deoBedecknx Ig oTpaskaloT KOHI[EHTpPAINIO aHTHU-
Tell B OTBET HA IIEPEHECEHHYI0 MHQEKIVIO WIN BaKINHALUIO
y LOHOpOB ITa3Mbl. OJHAKO COIIACHO IIATEHTHOMY IIPaBy OHU
He MOTYT PacCMaTpUBaThCA KaK JPKeHepUKN (TO eCTb Ipemaparsl,
00beVIHEHHbIE B IPYIITY 110 UACHTUYHON XMMUYECKOIl CTPYKTY-
pe, bapmakonornyeckum addexram, TepaneBTUIECKOMY IpUMe-
HeHNIo 11 10604YHBIM 3¢ deKTam), TaK KaK METOJbI X IIPON3BOJICT-
Ba Pas3IMYalOTCA. Ig Ha3HAYaIOT TpeMs CIIOCOOaMIM: ITOAKOXKHO
(1/K), BHYTpUBEHHO (B/B) MV BHY TPUMBIIIEYHO (B/M), XOTSI I10-
CIeHUIT TIyTh BBeleHuUs 6ojlee He PEKOMEH/YeTCs 13-3a BBICO-
KOJT YaCTOTBI MECTHBIX PeaKLMil, CBSI3aHHBIX C MHBeKumei. Kak
TIO/IKOKHBII, TaK ¥ BHYTPVBEHHBIN crioco0bl BBemeHNA oOmaa-
0T CIenuduIecKuMM IPEeNMYILIeCTBAMI U HEJOCTATKAMM, KOTO-
Ppble MOTYT 3aBMUCETh OT aHAMHe3a ITAIMieHTa WINU ero JIMYHBIX Ipef-
noyTeHuit. JacToTa BBefeHMs, HaIM4Me YHEOBIETBOPUTENIBHOIO
BEHO3HOTO JOCTYIIA U pyTrye (GaKTOPBI UTPAIOT BAXXHYIO POJIb,
HI03TOMY BBLABUTD JIyYIINIT IIperapar Win IyTb BBeleHN HEBO3-
MO>XHO. Takum 06pa3om, Bce CTpaHbl ¥ LIEHTPBI JIEUCHUS UM-
MYHOAeDUINTOB JO/DKHBI UMETH JOCTYII K MUPOKOMY CIIeKTPY
IpemnapaTos Ig mia obecriedeHNs] ONTUMAIBHOTO JIEYEHIs BCeX
MALMEHTOB C UIMMYHOAE(DULINTOM.

lMpusHaHne nepBuYHbIX UMMYHOAEMHULUTOB NMPUOPUTETHLIM
rnokasaHuem AA Tepanuu UMmMYHOr106ynuHamu
3amectuTenbHas Tepanus Ig na nedenus [1V]] neppoHayaabHO
6bUTa paspaboTaHa AJIs MALMEHTOB C HEJJOCTATOYHOCTHIO aHTH-
TeJ1 BO BTOPOII mostoByHe XX Beka. 3a MpolIeIe TOfbl CIICOK
TIOKa3aHMIl K Ha3HAYeHMIO Ig CyIlecTBEHHO paclIMpPuIICS 3a CUET
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APYTUX ayTOMMMYHHBIX /I MMMYHHBIX HapyLICHWII, 4TO 00y-
CTIOBMTIO 3HAYMTENbHOE YBeNMIeHMe Yica CIyJaeB Ha3sHaueHUA
BHYTPMBEHHDIX Ig, 3a4aCTYI0 He 110 YTBEP>K/IEHHBIM IIOKa3aHMAM,
6e3 paspelleHNs HaJ30pHO-KOHTPOJILHBIX OpraHoB. IIpy Hexo-
TOPBIX ayTOMMMYHHBIX 3a00/IeBaHMAX BO3MOXKHO IIpMMEHEHNe
a/IbTEPHATUBHBIX METOJIOB JIEYEHN s, HAIIPUMEP, UCII0/Ib30BaHME
MOHOK/IOHA/IbHBIX aHTUTEJT, TAKUX KaK PUTYKCUMa6, BMECTO BBI-
cokux o3 Ig. Ognaxo gocrynHocTh Ig orpanuyeHa, MOCKOIbKY
3aBJICUT OT 4MciIa oHopoB. Takum o06pa3om, B HacToslee Bpe-
msaA V]I ABNAI0TCA IPMOPUTETHBIM IIOKa3aHUEM K Tepanuu Ig:
CYIeCTBYIOT yOeIUTe/IbHbIe IOKA3aHNUA IS IPOBENieHNsA JaHHO
Tepammy, fokasaHa ee 3G PeKTUBHOCTD M OTCYTCTBYIOT aIbTep-
HaTUBHbIE METOAbI ledeHns. Bor moyemy mpenaparsl Ig Obuin
BK/II0YeHbl B CIIMCOK )KM3HEHHO HeoOXOMMBIX IpenapaTos BO3
KaK /15l B3pOC/bIX [43], Tak u s mereit [44].

BbIGOP MECTA MPOBEAEHIIA TEPANNN NMMYHOTIOBY NINHAMI
(CMELNANN3NPOBAHHDII LEHTP, CTALIOHAP N0 MECTY
HUTENbCTBA, HA 10MY)

JIyist 3aMelnieHNst OTCYTCTBYIOLIMX aHTUTEN MALMEHTaM C Hefo-
CTaTOYHOCTHIO aHTUTET HeOOXOAMMA TIOXKVM3HEHHAs! Teparvist Ig.
XOTs IIepBOHAYANIBHO JIeYeHVe HAYMHAETCS HOJ, HAO/MIoeHeM
KBa/IM(ULMPOBAHHOTO TIEPCOHAJIA JHEBHOTO CTAI[MOHAPA, IIPU
CTabMIM3aLMM COCTOSIHUS IALMEHTBl TAKXKe MOTYT IOJTyYaTh
JledeHne Ha JOMY WIN B CTAlMOHape 10 MecTy Kurtenbcrsa. He-
06XOZVIM TTOCTOSIHHBII KOHTAKT CO CPEHNMM MEFUIHCKIM IIep-
COHA/IOM, CIELMATMSUPYIOLVMCS B 006/1aCTU MMMYHOJIOTUM, 11 pe-
TY/IAPHBIN KOHTPO/Ib Bpada — crenuanucta no W] pna monn-
TOPUMHTA COCTOSTHMS TALMEHTOB BBUAY BO3MOXXHOCTI PasBUTIS
OCTIOKHEHNIT Ha 60JIee MO3MHNUX CTA/VISIX, @ TAKXKe JIs BBLABIIE-
HYsE MHQEKIVIT MM XPOHMYECKOTO BOCIIa/IeH s, 0COOEHHO  Jie-
Teil ¥ B3POC/IbIX, KOTOPHIM AMATHO3 OB YCTAHOBJIEH IIO3HO.
VccnenoBaHus mOKa3ajm, 9TO CAMOCTOSATENIbHOE BBIIIO/IHEHNE VH-
¢ysun Ha oMy nocie obydenus apekTuBHO U HesomacHo [45],
HALMEHTbI U WIEHbI UX CeMell BBICOKO LIEHAT 9TY BO3MOXXHOCTb,
TaK KaK OHA [O3BOJSIET JIe/IaTh MEHbIlVe HePepbIBbl B pabore,
ydebe u conmanbHoI xusHn (tabmuua 5) [31,46]. Mertop Taxoke
IPYMEHVM y HEKOTOPBIX JieTell MM M/IAfieHLIeB, TIPY [JINTE/Nb-
HOM OXKIfIaHVM oHOpa s BuinonHeHys TTCK.

TPAHCNNAHTALINA FEMOMO3TNYECKIX CTBOJIOBbIX KNETOK

TT'CK (momy4eHHBIX 13 KPOBY M/IM KOCTHOTO MO3Tra) IIOKa3aHa
TOJIBKO B C/IYYasiX TSDKEJIOro M faxke daranpHoro tedenus 1],
PasBUBAIOLIETOCs B M/IA/IEHYECTBE VI PAHHEM JETCTBE, II0ITOMY
HEOoOXOMMO 06€eCIednTh FOCTYIHOCTD 3TOI TEPAIINN CIIACEHIST
st Beex pereit ¢ TKVJL, He3aBUCUMO OT CTPaHBI MX IPOXKMBAHISL

KoCTHBIIT MO3T HAXOUTCS B MOJIOCTSIX JIHHBIX KOCTENl CKe-
JIeTa U COIEPXKUT CTBOJIOBbIE KJIETKM — IIPEJIIECTBEHHIKY BCEX
K/IETOYHBIX KOMIIOHEHTOB KPOBI. CTBOJIOBbIE K/IETKI CIIOCOOHBI
PeIonyIMpoBaTh MMMYHHYIO CHUCTEMY B TedeHMe >KVM3HU; He-
KOTOPBIE U3 HUX NPENCTAB/IEHBl B KPOBU, a TAK)KE MOTYT OBITH
HOJTyYeHbl METOJOM OUYVMCTKM KPOBU B3POCIIOrO HOHOPA MIIN ITy-
MIOBMHHOI KPOBM pebeHKa.

[lepBast TpaHCIUIAHTALVSI KOCTHOTO MO3Ta OblIa BBIIIO/THEHA
6oree 30 jeT Ha3af, HO [JO HEJABHETO BPeMEHM MaHMITY/IALV

Tabnuua 5 | MpenmywecTea NporpaMmM camoCTOATENbHON MHpY3K
Ha oMy

«[lo CBUAETENIbCTBY B3POC/IbIX MaUNeHTOB, OHN MeHbLLIEe YCTatoT, nosny-
HatoT BOSMOXXHOCTb MJ1aHMPOBaTb CBOKO XN3Hb, Ba>KHO 1 OTCYTCTBME

HeobX0AMMOCTI NponycKaTh PaboTy ANA BbINOMHEHVA NPOLEAYPbI.

Poantenu neten c MN cuntatoT, 4TO NeyYeHne Ha LOMY COXpaHAET
3[10pPOBbE NX AETEN, Tak Kak NPOBOANTCA PErYNAPHO U MPU 3TOM He
npenAaTcTByeT y4ebe.

YyacTue B ceMeliHbIx/06LLEeCTBEHHbIX Aenax, akTUBHbIN OTabIX 414
B3POCSbIX U UIPbl C APY3bAMUN ANA AeTel no3sonAT 6onbHbiM ¢ M,
M0 UX COBCTBEHHbIM OLLYLLEHWAM, HE OTIMYATLCA OT OKPY>KaIOLLMX.

PoouTenv oTMmevaloT, 4TO cTanu meHblle 6ecnokontbea 3a byayliee
CBOWX AeTel — MeHbLIee KONMMYECTBO OrpaHNYeHin, a Takke CHUXEHWE
HEeoBX0AMMOCTN BHE3AMHO MEHATbL NaHbl CEMENHOro OTabIXa (Hanpumep,
noesfKa Ha BbIXOAHbIE), MEeHbLIaA HanPAXEHHOCTb AOMa, BO3MOXHOCTb
6onblle BpeMeHy yaenAaTb NoBCeHEBHbIM Aeam crnocobcTByioT 6onee
BbICOKOMY Ka4eCTBY XKM3HW.

Ta6nuua 6 | AktyanbHbie npo6nembl TTCK

« BbiABNEHWe KaHAMAATOB A0 Pa3BUTUA Y HUX HEOOPATUMbIX 3HAYUMbIX
MOBPEXAEHWI OpraHoB BCIeACTBUE MHMEKLMM, 0COBEHHO Y AeTel
1 B3POC/bIX, KOTOPLIM AnarHo3 Obln NoCcTaBeH No3aHo.

* OT60p NOAXOAALLMX AOHOPOB, TakK Kak COOTBETCTBME MeXAY AOHOPOM
1 NaUMEeHTOM ABNAETCA YPE3BblYaNHO BaxHbIM KpUTepnem 6raronpuaT-
HOrO MCX0fa BMeLLaTeNbCTBa.

o YNyylleHne pe3ynsTaToB IeYeHrA y caMblX TAXKENbIX NaUMEHTOB CO
cnoxHbiMu ML 3aBMCKT OT AMarHOCTUKM BOBIEYEHMA B NaTonormyec-

KU NpoLecc Apyrux TKaHewm 1 OpraHoB.

OCTaBasach OYeHb PMCKOBAHHBIM BMEIIATe/IbCTBOM, OMpPaBIaH-
HBIM TO/IPKO Y CaMBIX TsDKE/IBIX MarueHToB. Ha cerogHsmHuii
menb BpinonHenne TTCK BO3MOXHO y Bce yBeIMUMBAIOIIETOCs
YMC/Ia TAIJMEHTOB, XOTA MCXOJ 9TON MpPOLEeAYpPHI ONpefeseTcs
MHOXXeCTBOM (akTopoB (Tabnuia 6).

TUIIBI TKAHelT Ye/I0BeKa PasinyIaloTcs B 3aBUCHMOCTY OT 9THU-
YeCKOIl IPMHAJJIKHOCTI, TI09TOMY CTAaTUCTUYeCKIe MAHChI HAlTH
HOAXO/SIIEro AOHOPA BHYTPYU OJHON 3THIYECKOI IPYIIIIbI BBILIE.
Crpaternu moucka JOHOPOB BapbUPYIOT B Pa3HBIX CTPaHAX, HO
IIpefiCTaBUTENN PENKUX STHUYECKVX IPYIII, KaK IPaBUIO, OXKU-
[AIOT IOAXO/AIIEr0 JOHOPA JOJbIlle, YeM NPEACTABUTENN pac-
[IPOCTPAaHEHHBIX 3THOCOB. 3HAHNS B 00/IaCTV TPAHCIUIAHTALINI,
KY/IbTYPHBIE ¥ TEXHIYECKVe OTPaHNYEHNs CY>KAIOT KPYT HOHO-
POB, HEOOXOAVMBIX J/ISI TOTO, YTOOBI 006eCIeYnTh KaXKAOro Ia-
uyenTa, Hyxpawouerocs B TTCK, BO3MOXHOCTBIO TIPOITH 3Ty
npouenypy.

J/1s JOCTIDKeHMs JaIbHeNINNX YCIeXOB B 00acTM TpaHC-
[UTAaHTAIMI CTBOJIOBBIX KJIETOK HEOOXOMMMO IOBBILIATh NHOP-
MUPOBAaHHOCTD 00 ycrenrHsix pesynbratax TTCK n mpoBogutsb
[OIIOHUTE/IbHBIE MCCIE[OBAHMS PE3y/IbTaTOB BMEIIATE/IbCTBA.
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XoTs onTMManbHbIe METOAbI MOATOTOBKM K TPAaHCIUIAHTAINM,
U3y4YaBIIMeCs HA IPOTHKEHNN AeCATIICTIA, aCCOLUUPYIOTCS CO
3HAYNTETbHBIM YIYYIIEHNEM Pe3y/lIbTaToB IpOLeRypsl [6], cay-
Jayl JIeTa/IbHBIX MICXOJ[OB Y fleTell ¥ B3POCIIBbIX ellle PerucTpupy-
10TCs1, TI09TOMY MallYieHTaM HeoOXOAMMa OrPOMHasi CTOMKOCTb,
4TOOBI IIEPEHOCUTD TPYAHOE JIedeHne. boree maasime MeTomm-
KV HAXOMATCS Ha CTAfuM pa3pabOTKM, U JOIIOTHUTEIbHbIE MCCTIe-
IOBaHIsA, BEPOATHO, OYAYT CIIOCOOCTBOBATD Hallell e — 0bec-
TIeYNTD BCEX MAIMeHToB, HyXpaaomuxcsa B TTCK, Bo3aMoXXHOCTBIO

HPOVITY 3Ty IPOLIEAYPY.

NONMONMHNTENbHAA AHTUMWKPOBHAA TEPANNA

Han6onee yacteiMu npossnenyamu V]I asnsaworca nudeximn,
IIPUPOZia KOTOPBIX 3aBUCUT OT TUIIAa MMMyHofeduiyra. VIHpek-
LM MOXeT OBITb 00OYC/IOBIIeHa HanmmuueM 6oree 4eM OJHOTOo
BO3OyAUTE/IsA, IPY 9TOM BBLAB/IAETCS HMOpaXkeHMe 6Ooree dem
opHoro opraHa. JlaTeHTHble MH(QEKIMM TPeOYIOT TIATETHLHOIO
PacIO3HAHUA, MICCTeJOBAHMA TKaHell U IIPOBefleHNs MOeKYAp-
HOIT AMaTHOCTUKY I MAeHTUUKALMY BO3OynuTes. JledeHne
MHQpEKIn y manuentos ¢ [IM]] - cmo)xnas samada, 9acTo Tpe-
Gyromast Ha3HAYeHVsI OFHOTO My Gojee aHTUOMOTUKOB IIVPO-
KOTO CIIEKTpa JeiiCTBUA B Te4eHNUe JI/IUTENTbHOIO BpeMeHM; i
JIe9eHNs JIETOYHBIX OC/IOKHEHNUIT MOYKET OBITh ITOKa3aHa (u3Mo-
Tepanms.

[Marentam ¢ ITN]I, 06yCIOBIEHHBIM OTCYTCTBUEM HECIELN-
(budeckoro NMMyHMUTETa, HEOOXOAUMO NMpOoUIaKTHIeCKOe Ha-
3HayeHNe aHTMOMOTIKOB, OCKOBKY crerdudeckas apdexTus-
Has Tepamnus He paspaboraHa. MeTO/bI 3aIUTEl BAPBUPYIOT: OT
BEHTWIALIVIY JIETKUX C ITOJIOKUTETbHBIM JJaB/IeHNEM B CTEpU/Ib-
HBIX YCTIOBMAX Y MIIaJICHIIEB C KpaliHe TSKeIbIMU UMMYHO#epu-
LUTaMU O OTHAETbHBIX CrielupUIecKUX MepONpPUATIIL, TAKUX
KaK KUIIYeHNe BOADI VI NIPefOTBpallleH e KOHTAKTa C IIaTOTeHa-
M. AHTHOMOTUKOTIPODUIAKTHKA IIPUMEHSETCS IS IPeOTBpa-
I[eH1sI THEBMOKOKKOBOII W/IM MEHHTOKOKKOBOI MH(EKINY y TIa-
LJIEHTOB C HepUIMTOM KOMIUIEMEHTA VIV TUIOCIIEHN3MOM.
JledyeHue CyieCTBYIOLUX IPUOKOBBIX MH(MEKLNMIT Y MALMEHTOB
C UMMYHOAePUUNTOM, 00YC/IOBIEHHbIM OTCYTCTBUEM HecCIenudu-
JeCKOr0 MMMYHNTETa, SB/IIETCS CEPbe3HOI IIpobeMoit 1 Tpedyer
Ha3Ha4YeHMs BBICOKMX JI03 aHTUMMKOTUYECKNX IPeIaparos, ¢ yBe-
JYeHNeM JI03bI KOTOPbIX BO3pacTaeT TOKCUMYHOCTD, 1 JlayKe TpaHC-
Gbysuit HeTPODIIOB HAPSIAY C XUPYPIUUECKUM JIPEHAKOM.

NMMYHOJIOTNYECKAA TEPANMNA 1 APYTNE BUAbI NEYEHNA

B psapme cnyyaeB HeoOXOpMMBI Jpyrue BUJbI 3aMeCTUTENTbHOI
Tepanuy WM JaKe MMMYHOCYIPeCCUs I IPOTUBOMECTBUA
abeppaHTHOMY MMMyHHOMY OTBeTY. [IpyMepsI BK/II0YAIOT Ha3Ha-
YeHJe IPaHy/IOLUT-KOJIOHUECTUMYMpYoLero Gakropa A CTH-
My/ALMY 06pa3soBaHMA HeTPOQUIOB WM raMMa-MHTepdepoHa
y manueHToB ¢ fedeKTaMy HelTpoduIoB.

ITaryeHTaM C OTCYTCTBMEM afieHO3MHe3aMuHasbl (AJIA) me-
pen BomonuenneM TTCK HasHauaoT afieHO3MHE3aMIHA3Y TPO-
JIOHTMIPOBAHHOTO JIeVICTBYs — (epMeHT, IpUMEHseMbIiT /I 3a-
MEeCTUTETbHOI Teparnuiu.

IIpy pa3BUTUYM HEKOTOPBIX OCTIOXKHEHMIT (BK/IIOYas OCIOXK-
HEHUs CO CTOPOHBI JIbIXaTeIbHONM CUCTEMBI, XKeNTyJOUYHO-KIIIey-
HOTO TPAKTa ¥ IepPMATONIOTMYECKIe OCTIOKHEHMs) IPYMEHAITCA

HpOTI/IBOBOCHaHI/ITeHbeIe CpeﬂCTBa, TaKNne Kak KOPTI/IKOCTCPO-
NObl I/[MMyHOCpreCCOpI)I. TaI()Ke 1A T€YC€HNUA OTOECIbHbIX BU-
oOB OCJIO)KHCHI/If/'I I/[CHO)Ib3yeTCH HyTpI/ITI/IBHa}I HOJIHCP)KK& n I_[py-
I'me BUbl I€YECHUA (q)I/I3I/IOT€paHI/IH, HCI/IXOTepaHI/IH).

CHI/ICOK aTIbTepHaTI/IBHI)IX BIOB JICYEHNMA HA 3TOM HE Mcqep—
IIbIBA€TCs, HO HOJI‘IepKI/IBaeT CIIOXKHOCTH Tepam/n/[, HeO6XOHI/IMOﬁ
I TOCTUMXKEHU A HaI/IHY'-IIJ.II/IX pesyanaTOB y BCeX ITAlIVIEHTOB
¢ TN,

FTEHHAA TEPANNA

B nocrennue roppl 61 pa3paboTaH HOBBIN METOJ, 3aMelleHVIs
e eKTHBIX TeHOB, OCTAIOLIMIICA Ha JAaHHBI/l MOMEHT IIPEIMETOM
uccefoBanmil. [eHHas Tepamsa cOCTONT B 10OaB/IEHIN HOPMaJIb-
HOJi KONMY TeHa K OYMIIEHHBIM CTBOJIOBBIM KJI€TKAM IaljieHTa
I 3aMeleHnA AeeKTHOTO WM OTCYTCTBYIOLIEro reHa. B Ha-
CTOsilee BpPeMsS STOT METOJ| IPUMEHSETCS y JieTell, KOTOPBhIM
He MoxeT 6bITh poBeieHa TTCK (B OCHOBHOM BCIIeiCTBIME OT-
CYTCTBUSA TIOAXOJAIIETO JIOHOPA). YCIeLIHble KIMHMYeCKIe UC-
cnefoBanna Hadamuch B Ilapmxe B 1999 1. y manuenTos ¢ X-
cuentenHbiM TKU]L. Tlos)xe oHM ObIIM pacipoOCTpaHEeHBI Ha
HEeCKOJIbKO 1IeHTPOB, BK/II0YaBlINX maruentos ¢ TKV], 06ycmos-
neHHbIM OTCyTCTBUEM AJIA, XpOHMYECKON I'PaHy/lIeMaTO3HOM
6onesupio (XI'B) n curppomom Buckorra-Onppraa. O BO3MOX-
HocTi 1 9 EKTVBHOCTU NMpUMEHeHNUs MOK0OHOTO BUJA Jede-
HMS CBUJIETENbCTBYET TOT (PaKT, YTO GOIbIIMHCTBO IALMEHTOB
YCIEIIHO 3aBePIININ KYPC JIEYEHNUs ¥ B HACTOsAIEe BPEMs Haxo-
IATCA OMA M He TIO/Ty4YaloT Tepanvn [8].

OnHako y He6O/IbIIOro 4yc/Ia MALMEHTOB B Pe3y/IbTaTe HexXe-
JIaTe/IbHBIX MYTALMIl B K/I€TKaX, a TaKXXe B Pe3y/bTaTe MCIONb-
30BaHMA OPUTMHAJIBHBIX PETPOBUPYCHBIX BEKTOPOB — IIpOIiecca,
M3BECTHOTO II0J] HA3BaHMEM «MHCEPLVOHHbI MyTareHes», Un
«MyTareHe3 MeTOIOM MMKPOMHBEKIINI», HAOTIOANOCh pasBUTHe
3a0071eBaHMIi, TOJOOHBIX /eiiko3aM. PaspaboTaHbl HOBbIE YIy4-
LIeHHbIE CAMOMHAKTUBUPYIOLUIMECH PETPO- U JIEHTOBUPYCHbBIE
BEKTOPbI, BK/IIOYAIOLINe TOIOMHNUTE/IbHbIE [TapaMeTphl He3omac-
HOCTY; B HACTOsALIEE BPEMS UX IIPUMEHEHNE USYIaeTCsA B K/IMHM-
YECKUX UCCIENOBAHMAX Y IALMEHTOB C 3TUM TUIIOM MMMYHOJe-
¢duunra.

BAKLINHbI

BaxumHauysi, Wi UMMYHM3ALMs, IPeACTaBsieT coboil BBeme-
HIUe IperapaTa, MOTy4eHHOro U3 MH(EKIMOHHOTO MaTepuana,
C LIe/IbI0 BBIPAOOTKY 3aLMTHOIO MIMMYHHOTO OTBeTa K crenndu-
YeCKOMy IaToreHy (baxTepusaM Wi BupycaMm) 6es pasBUTUA UH-
¢exunn. Marepuari, IpMMeHsAeMbIIi /s IPOU3BOACTBA BAKIIVHBI,
mpefcTaBisieT o060 MOEMGUIMPOBAHHBIN (0C/Tab/IEHHBIIT) YN
yOuTBI (MHAKTMBUPOBAHHBII) MUKPOOPraHU3M, OIIpefie/ieHHbIe
KOMIIOHEHTbI MUKPOOpraHu3mMa uim crenyuduyeckue 6emku (Mo-
AnUIMpPOBaHHbIE TOKCHHBI, N3BECTHbIE KaK TOKCOM/bI). Bakiy-
HBI, COZlEp)KalllVe SKMBble OC/Iab/eHHble GaKTepuu WM BUPYCHI,
MOTYT TIOJBEPIHYThCS peBepcun B 6osee BUPYIEHTHYIO Gopmy
" BBI3BATh 00JIe3HB (B OT/IMYMeE OT MHAKTUBMPOBAHHBIX MUKPO-
opranusmoB). IIpu Bcex Tspxensix popmax TN (TKNMI, XI'B,
medexTsl T-KIETOK U T.Jj.) HEOOXOAUMO M30eraTh HpUMEHeHNs
ocmabneHHbIX BakuuH, Baodas BIDK u BakuuHy mpoTus po-
TaBUPYCa, TaK KaK y TUX IAL[IEHTOB OTCYTCTBYeT 3alUTHbII
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MMMYHHBIIT OTBET, 11, CIelOBATEe/IbHO, CYIIECTBYeT 3HAYNTETbHBII
puck passurtus 3aboneanus [47]. Ecniu BakumHanus BIDK Boi-
[TO/THEHA B IIEPBbIE MECSI{BI XVU3HM, Y HOBOPOXKIEHHBIX C TsDKe-
vy [TV mnmu MeHzeneBCcKol pefpaclonoXeHHOCTbI0 K MUKO-
6akrepranpabiM nHpekunam (Mendelian susceptibility to myco-
bacterial diseases; MSMD) pasBuBaercs reHepaai30BaHHbII
«0O3KNT», UMEIOLNIT (haTanbHble OCTEACTBUS U 00eCIIeHNBA0-

Tabnuua 7 | HTerpupoBaHHbii noaxoa K neyenuno ML

e [ToBbILLIEHVE OCBEAOMNEHHOCTW ANA BblABNEHWA 1 BeaeHua MM no-
cpeacTBOM 06pa3oBaHvA 1 yydlleHnA KBanudukaumm Bpaden; cosaa-
HWe rpynn COAENCTBUA, 3a4aCTyto B COTPYAHUYECTBE C 6onee OnbITHbIMM

crneunanncrtamun.

» Ob6cnenosaHne n BeaeHune nauveHTos ¢ ML 0onXHO ocyLWecTBNATLCA
C NPVBNEYEHNEM TEX XE PECYPCOB, KOTOPbIE 33[eNCTBYIOT NPW 3NUAEMUM
manapuu, BUY, Ty6epkynesa n apyrux 3abonesaHunit, pacnpoCcTpaHeHHbIX
B [laHHOW CTpaHe.

* Heobxoa1mMo co3aaHne HaLmoHalbHbIX OpraHmM3aumnii Ans Haasopa 3a
cozfaHemM 1 paboTol HaLWMOHAbHbIX CreLman3npoBaHHbIX LEHTPOB
no nevenwuo MW/, obecneyeHnem Bcero cnekTpa KIMHUYECKNX 1 nabo-
paTopHbIX CNYX0 1 noaaepxkn 6onee Menkux LEeHTPOB.

o MexayHapoaHoe COTPYAHNYECTBO MEXAY BEAYLLIMMUN U MeHee KBanndw-
LUMPOBaHHbIMK LeHTpaMun Ana obecneyeHva AOCTYNHOCTU ONTUMasnbHOM
AVarHoOCTUKK 1 neveHnsa, ocobeHHo B cnyyaax TICK.

» CosfaHune HauvoHanbHoro perunctpa nauneHTos ¢ M ana npegocTas-
NEHVA AaHHbIX MOCTaBLLMKaM ycnyr cdepbl 34paBoOXpaHEeHNA.

it BeinonHenue TTCK. Orcpouka nepsoit BakyyHanyy bIDK
MOXXET IPeJOTBPATUTb 9TO OCnoKHeHue [48]. Ecmm BakumHa-
uuio BIJK Henmb3s OTI0XUTD, /1A BbIAB/IEHNA HOBOPOXK/IeHHDIX,
HaXOJAILIMXCA B IPYIIIe PYCKA, HEOOXOVMO TIpOBefieHIe CKPY-
HMHTA.

IIprMeHeHNe VHAKTVBIPOBAHHBIX BaKIIH 6€30I1aCHO y 00/b-
myHCTBa nanuenToB ¢ [TV, ognako oHy HeapPeKTUBHEBI IpK
OTCYTCTBUM IMMYHHOTO OTBETA WJIM €T0 HEeIIOTHOL[EHHOCTH, B 3a-
BUCMMOCTHU OT Tuma uMMyHHoro nedexra. Ilanuentam ¢ TKN]T
BaKLMHALMIO IPOBOAAT /b ocie BeimonHenns TT'CK u Boc-
CTAQHOBJICHNS HOPMA/IbHON (PYHKIMM MMMYHHOI cucTeMbl. I1pn
oTcyTCTBUM 00pa30OBaHMsI aHTHUTeEN BaKIMHaIA HeaddeKTuBHa,
XOTA y TaKUX IAI[IEHTOB MOXKET IPUCYTCTBOBATh OTBET T-Kile-
TOK, IPeJOTBPALIAIOIINIT VTN YMEHbIIAIOMIUI CTEIIeHb TSXKeCTU
JI0OBIX MOCIEAYIOLINX, 0COOEHHO BUPYCHBIX, MH(EKIUIL.

Y manmentos c IIV]I, o6ycnoBneHHBIM AedeKTOM HelTpo-
¢$1UI0B, HETOCTATOYHOCTHIO KOMIIIEMEHTA ¥ HEKOTOPBIMU JIETKY-
My popMamyt HEOCTATOYHOCTU AHTUTEN, BAKI[VHALVIS HOCUT
67MaronpusITHBI Xapaktep [41] u sIB/IsIeTCA YaCThIO TepareBTIYec-
KOT'O IIPOTOKOJIA.

Pucxn v npeuMymiecTsa I Ka>KIOro KOHKPETHOTO IallMeH-
Ta HeOOXOAMMO 0OCY>K/IaTh C JIEYALMM IeAMATPOM U/ CIIeLVaIiiC-
TOM B 00/1aCTV MMMYHOJIOTMH, & TAaKXe C CaMUM OOIbHBIM [49].
Jlyist IpeRoTBpale st BBICOKOKOHTATMO3HbIX MH(EKIIIL, Hapu-
Mep, IIpY SMUIeMUM TPUILIIA, VIV 7Tt 00eCIIedeH s 3alUThl IIpU
SMUIEMUY MEHUHTTA WIV BETPSIHOI OCIIBI MOXKeET OBbITh IOKasa-
Ha UMMYHM3aLVs WIEHOB CeMbH, IIPOXKMBAIOIINX C ITAI[IEHTOM.

Y6uThle BaKI[MHbBI TAK)Ke IPUMEHSIOTCS [IPU ANATHOCTIYEC-
KIX IIpOLeAypax IpK HOZO3PEHNN Ha HeOCTATOYHOCTD aHTUTETT;
HEBO3MOXXHOCTb 00pasoBaHms CrielnIecKX aHTUTEN yKasbl-
BaeT Ha Hayr4ye flepeKTa MIMMYHHON CHCTEMBIL

Tabnuua 8 | OcHOBHbIE KNMHUYECKME NPU3HaKK, No3BonAlowme 3anonosputs ML

AHamHe3

®PusukanbHoe obcnenoBaHue

JlabopaTopHble U MHCTPYMEHTabHble
MeTOoAbl UccrieaoBaHnA

OTcTaBaHve B pU3NYECKOM pasBuTn

MaHundecTtauma TAXeNbIX MHbeKUMN,
0cobeHHO B MiafeH4YecTBe/paHHeM Bo3pacTe

Peunaysupytome nnmn taxensie MHbeKUmum
HEACHOWN 3TNONOM UM Yy B3POCbIX

VHbekunm, Bbi3biBaeMble peakvmMm
NN ONMOPTYHUCTUYECKMMIU MUKPOOPTraHn3Mamu

['vnonnaauna numdaTn4yecknx y3nos/MnHAANMH

OTCyTCTBVIe O4eBNOHOro o4ara BocnaneHuAa

BosamoxHa renatocnneHomeranma

BblpaxeHHaa numdbaneHonaTma

O6Lwnit aHanna KPoBW — HENTPOMeEHUA,
nmmdoneHna nnn HeTpopunma

YposeHsb |g cbiBopoTkM — IgG, IgA, IgM=IgE

1AW BOoCNaneHne HeACHON 3TUONOr N

MpoToyHaA uMTOMETPUA (ANA onpeaeneHna
NMMYHHbIX KNETOK B KPOBW)

TecTbl OKCMAaTNBHOIO CTpecca
(onpeneneHve dyHKUMN HENTPODUIOB)

Mwuikpobuonorunyeckoe nccneaoBaHme TkaHew,

XpoHwnyeckoe BocnaneHne HenHdekLMoHHOM
NPYPOLLI UM HEACHOW 3TUONOr MK, NpUBOAALLEe
K TAXENbIM MW PefKUM MOBPEXAEeHNAM OpraHoB

CeMenHbIN aHaMHEe3 TAXENbIX, NePCUCTUPYIOLLNX,
peakux nnv peunamempyoLmnx nhdexkumin (SPUR)

Bo3MOXHO Hanunyme nepcucTupyloLwen coinm
NN MHDEKLMIA KOXKHBIX MOKPOBOB

BpoxaeHHble HapyLleHna apyrux opraHos/
cucTem

OMONOrNYeCcKmX XMAKOCTEN, CTyNa, MOKPOTbI
NN CMbIBOB 13 anbBeOS; 3MepeHve ypoBHA IgE

NHcTpymeHTanbHble nccnegosaHua (Y3U, KT,
MPT) nopaxeHHbIX opraHoB

www .frontiersin.org

[ekabpb 2014 | Tom 5 | CtaTtba 627 | 11



ML - npyHUMNbI MEAULMHCKOM NOMOLLM

Chapel et al.

BCEOBBEMIIOLLLAI 11 LLENOCTHDBIA NOAXOM K BEAEHINO NALMEHTA
Knmnuanueckne nposasnenus IV B pasnyuyuHble MepUOAbI XKU3-
HIU TAIMEHTA MIMPOKO BapbUPYIOT (MHQEKI, ay TOMMMYHHbIE
3a0071eBaHNs1, TPAHY/IEMATO3, A/UIEPIUIecKIe peakuum, 1mmMdo-
ponudepaTuBHbIe 3a00/I€BaHNA 1 37I0Ka4eCTBEHHbIe HOBOOOpa-
3oBaHysi). TakuM 0Opa3oM, BefeHNe 3TUX IAIMEHTOB [O/DKHO
OCYIIEeCTBIATBCA C yYacTVeM CIIeMaNCTOB 1 IIepCOHaa, OCBe-
IOMJIEHHOTO 00 0COOEHHOCTAX TeYeH N 3a00/IeBaHNs, B COOTBET-
CTBUM C JIYYLIVMIM MEXIYHAPORHBIMI CTaHAApTaMu. XOTs y Ia-
IVIEHTOB, ITONYYaloIIMX afleKBaTHYIO TepalMuio, IIaHChl Ha YBe-
JIMdeHne TPOJODKUTENPHOCTI XXU3HY O0JTee BBICOKH, TI0 Mepe
B3POC/IEHVISI TTAIVIEHTA BBISIB/LSIIOTCS HOBBIE U HETIPEABIICHHBIE
OCJIO)KHEHUA; TaKXKe CYIIeCTBYIOT TPYIHOCT IIpK Ilepexofie U3
IeTCTBa B MOJPOCTKOBBIN U B3pOC/BIiT Tepuopsl. Eciu marjuen-
TOM HaMe4YeHO POXKJIeHVe COOCTBEHHBIX JieTell, HeOOXOMMO IIpH-
GerHyTb K [JOATOCPOYHOMY IUTAHUPOBAHUIO ¥ IIONYYUTh FeHETH-
YeCKYI0 KOHCY/IbTALNIO. YBETNYeHNUE TPOLO/DKUTEIBHOCTY XKUSHA
6071bHBIX TpebyeT MOAM(UKALINN TAKTUKY BeA€HNsI B COOTBET-
CTBUM C M3MEHSIOUIMMIUCS YCTOBUSM XXM3HU — pabora, ydeba,
HyTelecTBYs Win GepeMeHHOCTb. [lareHTaM HeoOXoAMMO 0bec-
MeYNTh ITOMOIb U BO3MOXKHOCTD BBIOOpA BapMaHTOB JI€YEHIIS,
a TaK)Ke M3MeHeHUsI CIIoco6a, JO3bl 1 MeCTa IIPOBEeHNsI 3aMec-
TUTEbHOI Tepamyu Ig (B/B IpOTUB II/K MU OMa HIPOTUB K/IU-
HUKI), 0COOEHHO Y [leTeil 110 Mepe UX B3POCTIEHIs.

3aboreBaHe OKa3bIBaeT BIMSHIE HA )KU3HD MALMEHTa, 00yC-
JIOB/UBAsA CTPECC, 6ECIOKOICTBO, XPOHIYECKYIO YCTATIOCTD, OH0Te-
BOJl CMH/POM, VHBA/IMAM3ALNIO, & TAKXKe BIUseT Ha (epTuib-
HOCTD 1 IICUXOJIOTHIO. BOIIPOCHI BO3MOXKHOCT 3aHATHUI CIIOPTOM
ISl yMEHbIIIeH I BBIPAXEHHOCTY CHMIITOMATUKY OC/IOXHEHMIA,
TaKMX KaK OPOHXO3KTa3bl, Mep 0€30IIaCHOCTI B IYTEIIECTBIUN
(BK/IIOYAs IIyTeLIeCTBUsI B CTPAHbI, Ijie JOCTYI K 0e30IacHO
MIUTHEBOIT BOJle OTPAHMYEH), BO3TEPXKAHMsI OT OMACHBIX X006,
MO/Ty4YeHNsT MEAMIHCKON CTPAaXOBKM U T.J. JO/DKHBI 00CYyX-
HaTbCs ¢ KBaMMQUUMPOBAHHBIM creryanucroM. Heobxomumepr
Ja/IbHEIINE UCCIENOBaHMA.

JKCTPEHHAA NOMOLLb

[Mannenram c [TM]] MoxeT OTpe6OBATHCS SKCTPEHHAS [IOMOLIID,
II09TOMY KaK/[blil OOJIBHOI JOIDKEH MMeTh Ipy cebe MHIAMBM-
Aya/bHBI IUIaH JiedeHus (AMarHos, creryudeckas Teparnus,
KOHTAKTBI 3KCTIEPTHOTO IIeHTPa), COfepKalnii yKasaHuUA 110 TaK-
TUKE BEJIEHMsI HEOTIOXKHbBIX COCTOSHUI, XaPAKTEPHBIX JUI M-
MYHOIepUINTOB, 1 00eCIeYNBaIONINII JOCTYI K Ha3HAUYEHUAM
crenyanucTa. Ecim npsAMoit KOHTaKT co crienyann3upoBaHHBIM
LIEHTPOM HEBO3MOXKeH (HampuMmep, M3-3a OOJBIIOTO PaccToA-
HYA), IOMOLIb JIO/DKHA OKa3blBaThCS B CTAllMOHApe IO MECTy
JKUTE/IbCTBA [IEPCOHANIOM, MH(GOPMIPOBAHHBIM 06 06BbeMe Tpe-
6yemoit momomu. Ma/loBepOATHO, YTO MEPCOHA OT//IeHVsA He-
OT/JIOKHOII ToMoIM OyfeT KOMIIETeHTeH B O0acTy JIedeHus
UMMYHOREUINTOB, YTO MOXKET HMOCTY)XUTb HPUYMHON pICKa
3a[iePXKKM WM Hea/IeKBaTHOIO OKas3aHMUA IIOMOILM; IO3TOMY
VMHAMBMUAYaIbHbBI IUIaH IalMeHTa 0053aTeIbHO JO/DKEH COofiep-
JKaTb KOHTaKTHBII TeleOH KOHCY/IbTaHTa, TOCTYIIHOIO KPYI/IO-
CYyTOYHO. DTO OCOOEHHO BaXKHO J/IA MALMEHTOB C HEJOCTATOY-
HOCTBI0 KOMILJIEMEHTA, Y KOTOPBIX IPABU/IbHAS HEOTIOXKHAs
Tepanus, HeCOMHEHHO, CIy>KUT CIIACEHUIO >KU3HIL.

MPUHLIAM 6. TAKTUKA ANATHOCTUKI N NEYEHNA
MALIWEHTOB C NI, BO BCEX CTPAHAX

JOCTYNMHOCTb NOMOLLN NALWNEHTAM C MEPBNYHBIMNI
NMMYHOAE®NLNTAMN BO BCEM MIPE

IMupoxuit ciexTp KamHudeckux nposasnaenuii I[IN]I npencras-
JIA€T CTIOXKHYI0 IpobieMy (Tabmmiia 7), 0Co6eHHO B pa3BMBaIO-
HMXCS CTPAHaX, Ifie OTCYTCTBYeT Jake 0a3oBas MeJMIVHCKASA
IIOMOLIlb, @ IIVPOKast PaclpOCTPaHEHHOCTb NH(EKIMOHHBIX 60-
JTle3Hell ABMAeTCA IMpUYMHOI npomnycka caydaes IIM]I. Opnaxo
B CTpaHaX C HU3KMM YPOBHEM >KM3HM JJO/DKHAA OPTaHM3alNA pa-
6OTBI [I03BO/IAET YCIIEIIHO [YATHOCTIPOBATD 1 JIEYUTD OOTIe3HN,
BCTpevalouecs ele pexe, yem [IM]I.

B KOHTeKCTe BBICOKOII PacIpOCTPaHEHHOCTH MHQEKIMOHHBIX
3a00/1eBaHMIl B Pa3BUBAIOIIVIXCS CTPaHax (B yacTHOCTH, y BIY-
uHOUIVIPOBaHHLIX nanuenTos) ITN]], o6ycnosneHHble BHYTPEH-
HVM JeeKTOM MIMMYHHOII CYICTEeMBI, B HACTOsAIIee BpeMs BbIAB-
TIAIOTCA Jalle.

JOCTYNHOCTb AUATHOCTUKI NEPBNYHBIX NMMYHOAE®NLNTOB

Jwarnoctrka [TM]] B mI0OBIX yCTOBMAX HpeACTaBsieT COOOI
CJIOKHYIO 3afia4y, TeM 00Jiee B pasBUBAIOLINXCS CTPAHAX C Orpa-
HIYEHHBIMU pecypcamy. KIMHUIMCTB JO/DKHBI B3BELIEHHO NO]I-
XOJIMTD K BBIOOPY Pa3pO3HEHHBIX (4aCTO AOPOTMX) TabOpaTOPHbIX
UCCIIeOBAaHMIT BO 130e)XaHMe Ha3HAYCHNSI HEHY>KHBIX 00CIeo-
BaHmit py nogo3penuu Ha I1M]l. 3HanMe KIIOYEBBIX KIMHUYEC-
Kux cuMnTomoB (Tabmmuia 8) M MCIOAb30BaHME HEOOIbIIOTO
4uc/Ia 0asMCHBIX TECTOB MO3BOJIAIOT IIPOBECTHU AMATHOCTHKY 6OJIb-
mmHcTBa 1M1 1 BbIOpaTh mopxopsiilee JiedeHMe. [Tockonpky
B Pa3BUBAIOIMXCA CTPaHAaX HEJOCTATOYHO IIEHTPOB ¥ UMMYHO-
JIOTOB, B&YKHO CO3/1aTh CE€Tb, B PAMKaX KOTOPOJI C OMOIIbIO MH-
TepHeTa MOXKHO 00CY)KATh K/IMHMYECKIe CTydall U HOfePXKUBATh
Bpauell, )XMBYLUX Ja/IeKO OT CIeLMaNnM3MPOBaHHBIX IJeHTPOB.
Taxoke oueHb ITOTIE3HBI MEXX/[YHAPOLHbIE KOHTAKTBL

[TpuMmeHeHME 3TOTO YIPOILIEHHOTO IOAXO/a TO3BOIAET Jyar-
HOCTMPOBATh MOfIaBJIsitollee OOMbIINHCTBO PACIPOCTPAHEHHBIX
I [50].

JNOCTYNMHOCTb NEYEHNA NEPBYHbIX IMMYHOAE®ULINTOB
Heo6xop1Mo ;06MBaThCs BBICOKOTO YPOBHSI JOCTYIIHOCTH MEiy-
ITHCKOI IToMoIy i nanueHToB ¢ [TV, maske ecriu HEBO3MOXK-
HO 00eCIednThb BeChb CIeKTp BapuaHTOB nedeHus. Heobxopumo
pacnpocTpassTh MHGOPMALMIO O METOAAX JIeYeHVsI M 1Ppodu-
JIAKTUKM MHQEKIMOHHBIX 00JIe3Heil, BKIIOYAIOIUX IMIMeHnde-
CKHUe MepONpUATHS, HyTPUTMBHYIO IOANEPXKKY, BaKIMHAIIO
u aHTHOMOTUKOTEpano. OYeHb YacTO B PasBUBAIOLINXCS CTPA-
HaX BO3HUMKaeT Ipobiema BBICOKON ctommocTy Tepamuu [IN]I,
00yc/IoB/IeHHas: B OCHOBHOM (DPMHAHCOBBIMM OIPaHMYEHVSIMI
U OTCYTCTBMEM OIIbITA BEfIeHVA TaKMX MAIlMieHTOB.

Ig BxopaTr B Cnmcok XM3HEHHO Ba)XKHBIX IpenapaTos BO3
[43,44] n mo/mKHBI 6BITH KOCTYIHBI ManyenTam ¢ [1M]] Bo Bcex
pasBMBaIOIMXCA CTpaHaxX. XoTsA B pa3Buthix cTpaHax TT'CK sB-
JIAeTCA CTaHAAPTOM JIedeHus 60NbIIMHCTBA TsoKenbix [TV, B pas-
BMBAIOMIMXCA CTpaHaX 3Ta IpoLefypa 3a4acTyl0 HEeNOCTYIIHa,
XOTs Hab/TIofaeTCs MeflJIeHHOe yydlileHue curyaunnu. Hecmorps
Ha BBICOKYIO CTOMMOCTDb CO3[aHMA HAMIEXAIIUX YCTIOBUIL MK
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00y4eHNs] MECTHBIX CIIEL|a/ICTOB, 3T MEPBI [IeiICTBUTENIBHO
03BOJIAIOT 60/ee 3P PEeKTUBHO MCIIONb30BATh PECYPChl CHUCTe-
MBI 3[IpPaBOOXPAaHEHMs, TOCKONbKY nauueHTsl ¢ IIM]I us passu-
BAIOLIMXCs CTPaH BBIHY)K[EHBI IIO/y4YaTh JiedeHNe B Pa3BUTBIX
CTpaHaX, ITe €ro CTOMMOCTDb Bbllle. MeXIyHapofHOe COTPYH-
HIYECTBO I CO3/IaHIe PETMOHATbHBIX 001IeCTB, Taknx Kak ESID
B EBpone, LASID B Jlatunckoit Amepuke 1 ASID B Adpuxke, —
K/II04eBble (paKTOPBI MOBBILIIEHNS KBaTN(UKALIUN Bpadeil, 3aHN-
Maromyxcst nedernem 1M1 B pasBuBarmuxcs CTpaHax, u B 6y-
IyILeM UX PO/Ib OCTAHETCS MPeXKHelL.

MPAKTWYECKAA 3HAYNMOCTb

Mexxny permoHamyu, CTpaHaMu 1 Jake reorpadudecknmy obma-
CTSIMU CYIeCTBYIOT OIPOMHBIE Pas3mn4ns B MHPOPMUPOBAHHO-
ctu o IIV]I, guarHoCTM4eCKNX BOSMOXKHOCTAX M BEIEeHMI Tall-
€HTOB B K/IHIYECKOII IPAKTHUKe, YTO 06YC/IOBIMBAET, 0COOEHHO
B PasBUBAIOIINXCS CTPaHAX, J€Ta/lbHbIE UCXOAbI M CTPaJaHUs,
KOTOPBIX MO>KHO ObUTO ObI M36€xaTh. BakHO 0becrednTs st
nevenust ITV]] Te 5ke BO3MOXKHOCTH, KOTOPbIE CYIECTBYIOT U /sl
APYTUX, JaXKe pelKNX, 3aboneBanuil. [lnarHocTndeckne u medeo-
Hble C/IY>KOBI IIepBOHAYA/IBHO MOTYT CO3[1aBaTbCsl Ha 6ase ILieH-
TPOB AMATHOCTUKM ¥ HabmomeHns i nanyertoB ¢ BUY win
HAaXONUTbCS B IIeHTpax MMMyHusanun. C Ie/bl0 ITOBBILICHNS
mocTynmHOCTH moMolny manuentam ¢ IIWJI, make mpu oTCyT-
CTBUM JKOCTYIHOCTY IIOTHOTO CIIEKTpA JIEYeHNsI 9TUX 3a00yeBa-
HMI1, HEOOXOIIMO pacpoCcTpaHATh 3HaumsA o IIV]] u BHexpATH
uHQPaCTPYKTYpPY A/ AMATHOCTUKY 1 JIEYEHIL.
ITo MopasyMeBaeT CefyIOLe Iari:

o B 1mensnx obecrnedeHns ObICTPOI JUATHOCTVKI — ITOBBIIICHIE
MHQOPMMPOBAHHOCTY ¥ TIOHMMAaHMsI K/IIOUEBbIX KIMHUYECKIX
IIPM3HAKOB, MTO3BOJIAIMX 3anofo3puTh IIV]I, y cneunammic-
TOB c(epbl 34paBOOXPaHEH I, Bpader 001eil IPaKTUKY 1 Tie-
IVaTPOB Ha MeCTax.

o ObecnedeHne MeSULINHCKUX YIPEKACHNI HeTOPOruMM 1abo-
PaTOpHBIMM TecTaMM (3a4acTyI0 BCeIia JOCTYIHBIMM B palioH-
HbIX OO/IPHNUIIAX/LIEHTPAX 30POBbsI) U PYKOBOJCTBAMI II0 X
MHTepIIpeTaluy U IOKa3aHMAM K [a/bHeillleMy KOMIUIEKC-
HOMY 00C/IeJOBaHNIO.

o PaspaboTka MpaKTIIeCKNX MEXaHI3MOB IOTy4eHNs GOIbHBI-
MM aJIeKBaTHOTO JIEYEHNS.

[Ipu ncnonb3oBaHMM 3TOTO MIPOCTOTO IMOAXOAA JUATHOCTUKA
U jledeHe OOMBIIMHCTBA pacnpocTpaHeHHbIX [TV]] cTraHoOBATCA
BO3MOXKHBIMMA.

[/ pelileHMs ITOCTAB/IEHHBIX 3ajlad [IPefCTaBUTENN Ipodec-
CHOHA/IbHOTO COO0IIeCTBA IO/KHBI 0O bEeAMHUTHCA B COOOIIECT-
BO (CeTh) C 1e/IbI0:

o PacmpocrpaneHus nHPpOpMALNU OTHOCUTETBHO KOHKPETHBIX
MaIMeHTOB U JOCTYITHOCTH BCEX PeIeBaHTHBIX METOJOB JIede-
Husd, Bmodasa TTCK, a Taxoke 11 o6MeHa 3SHAHUAMI.

o Pacnpocrpanenus uHboOpManMy O TeKyLIell Hay4HO-UCCIIe-
IOBaTe/bCKOIl pabore ¢ TeM, YTOOBI MHPOPMALMS CTana HO0-
CTYIIHA NAI[IeHTaM BO BCeX CTpaHaX.

o Pa3paboTky u myO6IMKALN COITIACUTE/IbHBIX JOKYMEHTOB 110
npo6yeMe CO3JaHNsl HALMOHAIBHBIX CIY>KO IS IALMEeHTOB

c [N [51], a TakKe /st TpOBefeHMsT pabOTHI CPely MOCTaB-
I{MKOB MEMIIMHCKIX YCITYT C [1e/IbI0 BOB/IEYEHNSI MX B PaboOTy
10 CO3/IQHMIO PErMOHAIBHBIX HAIMOHAIBbHBIX [IEHTPOB KOMII-
JIEKCHOTO 00CTIeIOBaHNS U TIEYEH NS,

o TlonmydyeHns: KOHCYIbTALMII CIELMANTNCTOB LIEHTPOB HPYTUX
CTPaH ¥ YCTAHOBJIEHVs KOHTAKTOB JJISI OPraHM3aI[uM jiede-
H1Is1, 00y4eHus1 1 06pasoBaHIs.

o OpraHusanny eXXerofHbeIXx KOHPEPEHIUIT 1 PEryIApPHOro pas-
MeleHnsl MHPOpMALMU 1 0OCY)XKAeHNsI MPOoOIeM MO TaKTH-
Ke BelleHIs TAlIEHTOB Ha CIIeNMaNn3MpPOBaHHbIX MHTEPHET-
cayTax.

o Bosreyenus opraHn3anuii MAMEHTOB, TO €CTb K/IIOYEBBIX JINII,
3aMHTePeCOBAHHBIX B PELIEHNN BOIPOCOB B cepe 31paBoOX-
paHeHMs U CIOCOOHBIX 0KA3aTh COEICTBIE B COOpe KIMHIYeC-
KUX JaHHBIX.

CospanHble npodeccnoHanbHble CEeTU [JODKHBI OBITbH 0du-
LMAJbHO IPU3HAHBI HAI[MOHAJIbBHBIMM IIOCTABIIMKAMM YCIyT
3IpaBOOXPaHeHNsI He3aBUCKMO OT (GOPMBI OPTraHU3ALUN CUCTEMBI
3IpaBOOXpaHeHMs (TOCyapCcTBEHHAs UM CTPAaXOBasi MEAULIVHA)
B Ka4eCTBe OCHOBHOJI OpraHM3alnyu, KOOPAVHIPYIOLIei 1eueHne
ITV]I. Taxoxe chepa OTBETCTBEHHOCTHU CeTell BKIIOYAET PEryCT-
pauuio manyeHToB [33], pa3paboOTKy HAIMOHAIBHBIX CTaHAAP-
TOB M ayIUT COOTBETCTBNUA OKa3aHMA oMoy namyesTam ¢ [T
9TUM CcTaHgapTam [52].

Kak u B ciy4ae Apyrux pefkux 3abo/eBaHuit, OpraHM3aIius
oMoy manyertam ¢ [IV]] o6br4HO OCyLiecTBIsIeTCs: Ha 6ase
NIPU3HAHHBIX 9KCIEPTHBIX LIEHTPOB, MIMEIOIMX BO3MOXKHOCTM
I IPOBeJeHNsI KOMIUIEKCHOJ AMaTHOCTUKY, @ TAK)XKe OIIBIT B JIe-
YeHMM TAKUX MAIVeHTOB, He3aBUCUMO OT TOTO, UJET U peyb
o TT'CK unu 3amectuTenbHoi Tepanuu Ig. B pasBuThIx cTpaHax
MOXXeT OBITh HECKO/IBKO TAKMX IIEHTPOB, KaXKABIL 13 KOTOPBIX
crienyanusupyercs Ha BefieHuy nanuenTos c ITM]] onpenenen-
HOTO TUIIA, C IIMPOKUM CIIEKTPOM BCIIOMOTATENbHBIX MPOdMIb-
HBIX CITY>K0; IpenMylecTBa TaKOTo MOAXO/A 3aK/II0YAI0TCA B O0/Ib-
1Ieil KOHIEHTPALUI pecypcoB JIA IMpOBefeHNs UCCIe0OBaHN.
Heo6xopuMbl HaTa)keHHbIE CBSI3U C IEAMATPUYECKOI CIyX60i
IJIA TUTAaHUPYEMOI Ilepefiady IaljieHTa U3 IETCKO BO B3POCIYIO
CeTb; BAKHOCTH CO3/IaHNA HALMOHAJIbHOTO PErucTpa NalyeHToB
Obl/Ia OCBAIIEHA OJjHA U3 T/IaB cTaThy [53].

BbIBO/ibl

B sakmouenue Mbl 06palaeMcsi K pyKOBOLUTE/LSIM MEXYHAPOJ-
HBIX ¥ HaIlMIOHA/IbHBIX OPTaHOB YIIPAB/IEHNA 3[paBOOXPAaHEHNEM
C TIPU3BIBOM IIPUCOENVHNUTLCSA K HaM JJIS PelleHNs BOIPOca
obecriedeHns1 Kak MOXKHO 60/iee paHHell JUarHOCTUKI U HOCTYII-
HOCTH 6€30macHO, 3P PEeKTUBHOI, KISHEHHO HEOOXOMMOIT Te-
panuu nanuenTtos ¢ IIM]] Bo Bcem Mupe.

MBb! pacuieHVBaeM BBIIIeNIepeYMCIeHHbIe IPYHIUIIBI KaK 971e-
MEHTBI OpTaHM3aLNM MeJUIMHCKOI oMoy nanuentam c [N,
KOTOpBIE JO/DKHBI ObITh BHE[PEHDI B KaXK0il cTpaHe. OHM BKIIIO-
YaIOT CO3JjaHNe CIIeIMaI3MPOBAaHHBIX IIEHTPOB, BelleHle PEeruCT-
pos manuentoB c IIN]I, obecredeHue TPaHCIALMOHHBIX MC-
C/IefOBAaHMIL, CO3JaHNe OpraHM3aLUIl TAIIEHTOB, JOCTYIHOCTD
AMATHOCTIYECKMX 1 JIe9eOHBIX CTyXKO, JOCTYITHOCTD BCEX BUIOB
nedeHus, BKmoyas tepammio Ig u TTCK.
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ABTOPbI

IIpyHUMIIBI OpraHM3alUy MeAMIMHCKON HOMOLIY TalMeHTaM
¢ IIN]I, 6bUm IpOBO3IIIALIEHbI MexryHapoiHOII OpraHu3anyen
HAIYIEHTOB C HepBUYHbIMU MMMYyHOeduiutamu (IPOPI) u pas-
paboTaHbl MEXAVMCLUIUIMHAPHOI paboyeil IPYIIIOiL, B KOTOPOI
IpuHAM yyacte 30 BefYIIUX 9KCIIEPTOB B 0OTACTM JIeIeHIS
IIN]] n3 12 cTpaH Ha mecTn KOHTHHeHTaX. IlepecmoTp cymect-
BYIOLIVX PEKOMEH/ALINIL, @ TAKXKe OL[eHKy HeoOXoamMocT obe-
criedeHns oMoy nanyentamu ¢ IV Bo Bcem mupe mpoBo-
UMM B TedeHue 2 JieT. Taioke B paboTe TPyIIIbI HPUHUMATIN
y4yacTye IpefcTaBUTeNN OPTraHN3alMil AlYieHTOB U CPeJHEro Me-
AMIMHCKOTO IIepCoHaa, paboraolero B chepe MMMYHOTOTMIL.
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